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Bxnan conmyTcTByolero MuokapauTa B opMupoBaHUe
pPa3INYHbIX KIMHUYECKUX (POPM apUTMOIreHHOMI
KapAXUOMMOIIAaTUU MPaBOTro Xeayao4yKa
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Llenb. OUeHNTb 3HAYEHNE TEHETUYECKMX U BOCMANMTENBHLIX (PaKTOPOB
B (POPMUPOBAHMN KIIMHUYECKMX POPM apUTMOrEHHOW KapaMoMmnonatum
npasoro xenyaouka (AKIMX).

Marepuan u metoabl. 06cnenoBaHo 54 60/bHbIX ¢ AnarHo30M AKIMK
(Bo3pacT 38,7+14,1 net, 42,6% MyX4uH, CpedHuii CPoK HabnoaeHNs
21 [6; 60] mec.). Bcem 60/bHbIM NPOBEAEHbI 3NeKTpoKapanorpadus
(9KT), 24-yacoBoe MoHuTOpmpoBaHue IKI, axokapauorpadwus, uc-
CnegoBaHve TUTPOB aHTUKapAnanbHblx aHTUTEN n JHK KapanoTponHbIx
BMpYycoB B kpoBu n AHK-gnarHoctuka AKIMXK, a Takxe MarHuTHoO-pe-
30HaHcHaa Tomorpadusa cepaua (n=49), 9K BLICOKOro paspeLleHus
(n=18), sHpmomuokapauanbHas 6uoncus NPaBoro xenynoyka (n=2), ay-
Toncus (n=2).

Pe3ynbratbl. BoigeneHol 4 knuHnyeckune dopmbl AKIMX. |. JlateHT-
Has apuTMMyeckas popma: xapakTepuayeTCs 4acTon Xenya04KoBOW
9KCTPACUCTONNEN N/UN HEYCTOMYMBOW XENYA0UYKOBOMW Taxukap-
ovei. |l. Pa3sepHyTtasa aputMuyeckas GopmMa: TMNMYHa yCTONYnBas
XenynouykoBas Taxukapaus u/unu Gubpunnsaums Xenynoukos.
IIl. AKX ¢ nporpeccupyoLein XpOHMYECKON CepaeyHon HegocTa-
ToyHoCThbt. |V. Coyetanme AKIK ¢ HEKOMMAKTHbLIM MWUOKAPAOM.
ConyTcTBYyOLWMIA MUOKAPAWT BbiSBNeH y 74, 36, 87,5 n 87,5% nauu-
eHToB npu I-IV ¢dopmax, cooTBeTcTBEHHO. MyTaumm o6HapyXeHbI
y 11, 46, 50, n 38% 60nbHbix npu |-IV dpopmax, COOTBETCTBEHHO.
Knununyeckne dpopmbl AKX ctabunbHbl; nepexonos k 6onee Tsxe-
neiM popmam 3a BeCb CPOK HabnoaeHus 3a nauyeHTaMmm He oTMe-
YeHo.

3aknoyeHne. Bknaa reHeTnYecknx 1 BOCNaNUTENIbHbIX MEXaHU3MOB
B GOPMMPOBAHNE KJIMHNYECKOW KApPTUHbI HEOANHAKOB: MPW NAaTEHTHOW
aputMuyeckon Gopme BeayLlas posb NPUHALNEXMT BOCNANEHWIO, Npu
pa3BepHyYTON apuTMMYecKoi popme npeobnagaeTt BKAad NaToreHHbIX
MyTaumii, a npu AKX ¢ nporpeccupyioLieit XpOHNYECKON CEePaeUHON
HEeJ0CTaTOYHOCTBIO 1 B COYETAHUM C HEKOMMAKTHLIM MUOKAPAOM BKa4,
reHETUYECKMX U BOCMANNTENbHBLIX PaKTOPOB OAMHAKOBO BaXEH.
KnioueBble cnoBa: aputMOreHHas aucnnasvsi/kapamomMmonarus npa-
BOMO XENyA0u4Ka, XeNya04KoBasi 9KCTPACUCTONNS, XENYA0uKOBas Ta-
XMKapauWs, MUOKaPAMT, XPOHMYECKas cepaeyHas HeloCTaTO4HOCTb, He-
KOMMAKTHbIA MUOKaPA.
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Contribution of concomitant myocarditis to the development of various clinical types

of arrhythmogenic right ventricular cardiomyopathy

Lutokhina Yu.A!, Blagova 0.V, Nedostup A.V, Aleksandrova S.A.2, Evseeva E. V!, Shestak A.G.%, Zaklyazminskaya E. V.2
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Moscow; °B. V. Petrovsky Russian Research Center of Surgery. Moscow, Russia

Aim. To assess the contribution of genetic and inflammatory factors to the
development of arrhythmogenic right ventricular cardiomyopathy (ARVC).
Material and methods. The study involved 54 patients with ARVC
(age, 38,7141 years; men, 42,6%; mean follow-up period, 21 [6; 60]
months). All patients underwent electrocardiography (ECG), 24-hour
ECG monitoring, echocardiography, determination of anticardiac
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antibodies and DNA of cardiotropic viruses in the blood, molecular
genetic ARVC testing, as well as cardiac magnetic resonance imaging
(n=49), high-resolution ECG (n=18), right ventricular endomyocardial
biopsy (n=2), and autopsy (n=2).

Results. Following four clinical types of ARVC were identified: I. Latent
arrhythmic form: characterized by frequent premature ventricular
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contractions and/or nonsustained ventricular tachycardia (VT). Il
Manifested arrhythmic form (n=11) — SVT/ventricular fibrillation (VF).
ll. ARVC with progressive heart failure (HF, n=8). IV. Combination of
ARVC with left ventricular noncompaction (LVNC, n=8). Superimposed
myocarditis was identified in 74%, 36%, 87,5% and 85,7% of patients in
forms I-IV, respectively. Mutations were detected in 11%, 46%, 50%, and
38% of patients in forms I-1V, respectively. Clinical forms were stable: there
was no transition from one clinical form to another during follow-up period.
Conclusion. The contribution of genetic and inflammatory mechanisms
to the clinical picture is different: in the latent arrhythmic form, the
leading role belongs to inflammation; in the manifested arrhythmic
form, the contribution of pathogenic mutations prevails, and in ARVC
with progressive HF and in combination with LVNC, the contribution
of genetic and inflammatory factors is equally important.

Keywords: arrhythmogenic right ventricular dysplasia/cardiomyo-
pathy, premature ventricular beats, ventricular tachycardia, myocar-
ditis, heart failure, left ventricular noncompaction.
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AKIMX — apuTMoreHHas kapAanoMuonatis npasoro xenyaoyka, IHK — nesokcupuboHyknenHosas kucnota, XT — xenyaoukosas Taxukapams, XXOC — xenynoukosas akcTpacuctonus, K — nesbiit xenynoyek, MPT —
MarHUTHO-pe3oHaHcHas Tomorpadus, MCKT — MynbTucnupansHas komnbioTepHas Tomorpadus, HKM — HekomnakTHbI Myuokapg, MK — npasbiil xenynouek, @B — dpakups Boibpoca, XCH — xpoHuyeckasi cepaeyHas

HepocTato4HocTb, KM — anekTpokapanorpadus, IxoKI — axokapanorpadus.

BBenenue

ApuTMOTEHHAas KapIMOMUOTIATUSI TIPABOTO KeJTy-
nouka (AKITXK) — HacimencTBeHHOE 3a007€BaHUE MUO-
Kapia ¢ IpeuMYIIECTBEHHBIM MOPaXXeHUEM IPaBOTO
xkenyaouka (ITXK), xapakTepusyronieecs XeayaouKo-
BBIMU apUTMUSIMU U BBICOKMM PHCKOM BHE3aITHOM
cepaeuHoit cmeptu [1]. PacnipoctpaHeHHocTh AKITXK
10 pa3HbIM JaHHBIM KoJiebjeTcs B auamnasoHe ot 1:2000
1o 1:5000 [2], 9yTO He MO3BOJISIET OTHOCUTD €€ K pa3psiay
PEeNKUX KapauoMUONaTHii, Kak ObLUTO MPUHSITO CUUTATh
panee. CBoeBpeMeHHas1 quarHoctuka AKITXK, ee ne-
YyeHue U NMpoGWIakKTUKa BHE3AIMHON CepaeyHOi cMep-
THU HEPEIKO OTPENEINSIIOT XKU3HEHHBIN MPOTHO3 Y HOCU -
Tesieit 60JIE3HU.

BriepBrie, kak camocTrosTenbHas Ho3omorvsi, AKTTK
Obuta onvicana B 1977r [ 3], v 3a nporeniuue 4 gecsitka jJeT
00 3TOM 3a00JIeBaHUU ObUIO HAKOIUIEHO OOJIBIIIOE KO-
JIMYECTBO CBeleHWI. Bbln coBepllleH HACTOSIINI Mpo-
PBIB B 00JIACTY U3y4eHUs MOJEKYISIPHO-TEHETUIECKIX
MEXaHU3MOB pa3BUTHUS 3TOro 3abosneBanus. Ha ceron-
HSITHWI eHb MPEUMYIIeCTBEHHO TeHeThYecKasi Ipu-
pona 00Jie3HM He BbI3bIBAET COMHEHWIi, YyCTaHOBJIEHA
BeIyIlast pOJIb MYTAIMil B TEHAX PA3TUYHBIX OEJTKOB JIEC-
mocoM [4]. BmecTe ¢ TeM, 10 cuX IOp He pa3dpaboTaHa
o0uIenpuHsITas KInHUYeckas kiaaccudukanus AKITK,
KOTOpast oTpeesisiia Obl ITOIXOAB! K JIEYEHUIO MalueH-
TOB B 3aBUCUMOCTH OT KJIIMHUYECKOI (hOpMBI 1 ObLjIa ObI
MaToreHeTUIeCKU 0O0CHOBaHa.

IlepBas kinaccudukanus 6buia padpadoraHa Fon-
taine G: B 1995r Ha OCHOBaHUU AEBITWIETHETO HaOIIO-
JIeHus 3a 4 mauyeHTaMu ¢ pa3TuJyHbiM TeyeHrneM AKTTK
OBUTM BBIIIETIEHBI TPU KIIMHUYECKHUE (DOPMBI:

1) aputMuyeckass — ¢ HOPMaIbHOI COKPATUMOCTBIO
JieBoro xenynouka (JIZK);
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2) crabunbHas ¢ BoBiedeHueM JIZK — dpakuus
BeiOpoca (PB) ot 30 mo 50% 6e3 mporpeccupoBaHKS
CEepIeYHOI HEIOCTAaTOYHOCTH;

3) mporpeccupyomas B nepsbie 10 JeT OUBEHTPU-
KyJIsipHasi XpoHWYeCcKasl cepneyHas HeIOCTaTOYHOCTD
(XCH) [5].

Cnycts Tpu rofa ObLT MpeaioXeH elle OIUH Bapu-
aHT KJaccU(UKAIMU, B KOTOPOM BBHIIENSUIMCH TTPaBO-
KeJTyIOYKOBBIE M JIEBOXETYIOUYKOBbIe (hOpMBI 3a00Jie-
BaHUSI, U HACUMTHIBAJIOCH 11 pa3IMYHBIX KIIMHUYECKUX
¢opM, MHOTHE 13 KOTOPBIX COBEPIIIEHHO CAMOCTOSTENhb-
HBl U JINIIb OTHEIbHBIMU TPU3HAKAMM HAITOMMHAIOT
AKITX [2].

Ha ocHoBaHuuM cpaBHEHMS TIPOSIBIEHUIA 3a00J1eBa-
HUS (B IEPBYIO OUYepeb, apUTMUIA) Y TTAIIMEHTOB Pa3HOTO
Bo3pacTa B 19951 ObII0 BBICKA3aHO MPEATIOIOXEHUE 00
onpeeIeHHON cTaTtniftHOCTH 00JIe3HU, KOTOpasi pa3Bo-
payuBaeTCs CO BPEMEHEM: OT paHHEN CyOKIIMHUYECKOMN
dazsl K 2seKTpUUYecKoil U (haze MpaBOKeTYITOIKOBOMN
u totanbHOM XCH [6]. B mocienHue rofasl 3HaYUTETbHOE
BHUMaHUE YAETSIETCS JIEBOXETYIOYKOBBIM U CMEIlaH-
HBIM (JIeBO-TMpaBOXeIynouKoBeiM) (opmam AKITK,
00111ast 10J11 KOTOPBIX, TI0 JAHHBIM MOP(}OJIOTOB, TIpe-
BBILIAET AOJI0 W30JIMPOBAHHOM MPaBOXETyI0YKOBOM
¢dopmbl [7]. Bee vaile ynorpebseTcss TEpMUH “apuT-
MOTEHHBIE KapMOMUOTIATUN, KOTOPBIi TIoApasyMeBaeT
0OYCIIOBJICHHYIO TeHETUYECKN KITMHUYECKYIO HEOTHO-
pomHOCTh 60sie3HU. BMecTe ¢ Tem, HM OmHA M3 KJIacCu-
(ukaimii moka Tak v He MoJTydryIa IMPOKOTO MpUMeEHe-
HUS B KITMHUYECKOH MPaKTHKe.

B 2012r Ha ocHOBaHUM aHaJIU3a AAHHBIX MTEPBBIX
15 GosbHBIX ObLIA TpeaoXeHa cOOCTBEHHAsT KIUHM-
yeckas kinaccudukanus AKITXK, B KoTopoil 6bu1H BbI-
JieJIeHbl TPU OCHOBHBIE BapuaHTa (opMbI) OOIE3HU:
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JIATEHTHBIA apUTMUYECKUI, Pa3BEPHYTBHIA apUTMU-
YeCcKUid BapuaHT, a TAKXE BapuaHT C MpeodIagaHueM
XCH [8]. IIpu kaxnoMm u3 3TUX BapUaHTOB 00CyXKaa-
Jlacb BO3MOXHOCTb Pa3BUTUSI MUOKApIUTA U €TO POJIb
B (GOpPMUPOBAHUU TOW WJIU WHOW KapTUHBI OoJie3-
HU. DTU MaHHbIE HYXIAJWCh B NajbHEIIEd TpoBep-
K€ — KaK BO BPEMEHMU, TaK U Ha OOJIbIIIEM KOJIUYECTBE
O6onbHbIX. [lyTH 1151 paspelieHus: 3TOro BOIpoca —
JUTATETbHOE HAOIIONEHUE 32 MALlMEHTaMU, a TaKXKe Mpo-
Benenue JJHK-quarHocTuku ¢ olleHKON reHO(eHOoTH-
MUYECKUX KOPPETISALIUA.

Llens — olleHUTh 3HaYEHNE TEHETUYECKUX U BOCcHa-
JIUTENbHBIX (HAKTOPOB B (DOPMUPOBAHUU KIMHUYECKUX
dopm AKITXK.

Marepuaj u MeToabl

B uccnenoBanme BKJIIOYEHO 54 OGOJBHBIX C AUATHO-
3om AKIITX; npu moctaHOBKe AMarHo3a MCIOJb30BaUCh
monuduimpoaHHbie kputepuu 2010r — TFC (Task Force
Criteria, 2010) [9]. IIpoBeneHue ucciaenoBaHUsSI O0NOOPEHO
JlokaneueiM KoMuTeToM 1o atuke (mpotokon Ne 11-15 ot
16.02.2015). Bce GoapHBIE MoAmMMcaan MHPOPMUPOBAHHOE
comlacMe Ha ydacThe B uccienoBaHuu. Habop mauueHTOB
ocymecTtiscs ¢ 1997 o 2019rr.

B uccnenoBanue Bouwiu 31 (57,4%) xeHiumHa u 23
(42,6%) myxuunbl. CpenHuii Bo3pacT nanueHToB 38,7+14,1
net (pasmax: 18-79 ner). JlocroBepHsiii auarno3 AKITXK mo-
craBiieH 34 (63%) GonbHbIM, BeposiTHblil 18 (33%), a BO3-
MOXHBbII 2 (4%) mauuenTaMm. Cpok HaGIIOIeHUsI B CPeIHEM
coctaBui 21 [6; 60] mec. (pa3max: 1 mec. — 19 zer). Takxke
OLICHMBAJICS CPOK OT KJIMHUYECKOro aedloTa 3abosieBaHus,
KOTOPBIi ycTaHABIMBAJICS IpU cOope aHaMHe3a, 0 MOCen-
Hero KOHTakTa ¢ maiueHToM. OH 3HaYUTEJbHO IIPEBBIIIAET
CPOK HaOJIOmEeHUs U cocTaBiseT 6,5 [2,9; 10,3] net.

Kinnunyeckoe obcaenosanme. BceMm mameHTam ObUIM
HMCXOMHO TIpoBeaeHkl deKkrpokapauorpadus (OKI) B 12 or-
BeleHUsIX, TpaHCTOpakKaabHas aXxokapauorpabus (OxoKI),
cyrouHoe MoHuTopupoBaHue DKI mo Xonrepy. Maruur-
Ho-pe3oHaHcHas Tomorpadus (MPT) cepniia BbITToJHEHA
49 (90,7%) 6oabHbiM, DKI BbicOKOro pasperieHus — 18
(33,3%), mynprucnupaibHas KOMIIbIOTepHass ToMorpadus
cepaua (MCKT) — 17 (31,5%). B nunamuke Ha oHe IIpoBO-
JIMOTO JiedyeHus: oleHuBaauch IxoKI (n=28, 52%, cpenHuii
CPOK MEXIY MCXOMHBIM U MOCAeIHUM ucciaenoBanvem 30 [12;
59] mec.) u cyrouHoe MoHuTopupoBaHue DKI mo Xonarepy
(n=31, 57,4%, cpenHuii CPOK MEXIY UCXOMHBIM U MOCIETHIM
ucciaenoBanuem 28 [12; 60] mec.). It IMarHOCTUKY HEKOM-
naktHoro Muokapna (HKM), koTophlii ObUT TaKKe BBISIBJIEH
y 4acTU OOJIbHBIX, MCIIOJIb30BAIUCH OOIIEIIPUHSATHIE BU3Y-
anbHble Kputepuu [10-13]: ero HaauuKe OBLIO TOATBEPXKIACHO
MpU ITOMOIIM, KAK MUHUMYM, IBYX U3 TPEX BU3YaIU3UPYIO-
mux metonoB (DxoKI, MPT, MCKT).

TeneTnyeckoe oOciemnoBanue. ['eHeTUUECKOE MCCIEIO-
BaHUe ObLIO og00peHo JlokanbHO-DTHueckuM KomMureTom
®I'BHY PHUX wum. akaa. b.B. IlerpoBckoro (ImpoToKoJ
Ne 135).

BceM manueHTaM ObLT MpOBENEeH MOMCK MyTalUdil Me-
TOIOM BBICOKOIPOM3BOANUTEIHLHOIO IOJYIPOBOIHUKOBOIO
cekBeHupoBaHus Ha ratrpopme PGM lonTorrent (Thermo
Fisher Scientific, USA) ¢ ucnoibp3oBaHueM IaHEIU T€HOB
Ampliseq, Au3aiiH KOTOpoii ObUI pa3paboTaH B JIabOpaToOpuu
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memuumHckoil reHetuku @I'BHY PHIIX uwMm. akan. b. B. Ile-
tpoBckoro. Ilanens renoB AKIIXK Bxiiouama 16 reHoB:
PKP2, DSG2, DSP, DSC2, JUP, PLN, TMEM43, TGFB3,
DES, LMNA, CTTNA3, LDB3, SCN5A, EMD, CRYAB,
FLNC. CpenHee MOKpBITHE TapreTHHIX OOJacTeil MCCIemy-
eMBIX TeHOB cocTaBuio 91,9%, cpenHsas riy6uHa mpoute-
HUST — 35 mpouteHunii. Bce BBISIBIEHHBIE TeHETUIEeCKUE Bapy-
aHTHI OBUTH BepU(PUIIMPOBAHBI KOHTPOJIBHBIM KaVJUISIPHBIM
cekBeHUpoBaHUeM 1o CeHrepy.

B BBIOOpKE OONbHBIX ¢ coueTaHuem AKIIK + HKM
JIK (n=9) momomHUTENHbHO OBLT MPOBENEH MOUCK MYTAIUiA
¢ ucnosb3oBanueM mnaHenu reHoB HKM JIXK (10 reHos,
CpefiHee TIOKPHITHE TapreTHBIX obyacTeit coctaBuio 95,5%):
MYH7, MYBPC3, TAZ, TPM1, LDB3, MYL2, MYL3, ACTCI,
TNNT2, TNNI3. B onHoMm o6pasue JIHK (postmortem) 6b110
MPOBENeHO MOJTHO9K30MHOE CEKBEHUpPOBAHME Ha Mpubope
Illumina NovaSeq 6000 (Illumina Inc., USA).

OlleHKa MaTOTeHHOCTU BBISIBIEHHBIX BapUAHTOB ObLTA
BBITIOJTHEHA COTJIACHO PEKOMEHAALNSIM AMEPUKAHCKOU KOJ-
Jieruy MemunHCKou reHeTuku (ACMG) [14] u PykoBoncTBy
10 WHTEPIPETAlMU NAaHHBIX, TTOJYIYeHHBIX METOIaMHN Mac-
COBOT0 MapajieIbHOTO cekBeHupoBaHUs [15]. B kauecTBe
nuarHoctuueckoro kputepuss AKIIXK paccmatpuBanuch
reHeTUYeckre BapuaHThl [V 1 V KiaccoB MaTOTeHHOCTH —
“maToreHHBIe” W “BEpOSITHO IMAaTOTeHHBIE” (3IeCh M Jayee
B TekcTe — “Myraumun”). KackamgHbIil ceMeHBI CKpUHUHT
PONCTBEHHUKOB HOCUTENEN MyTalIif TAKKe BBITIOHSIIICS Me-
TOIOM KalMJUTIPHOTO cekBeHnpoBaHus 1o Cenrepy. [Ipose-
nenve JJHK-nuarHocTnky narmeHTaM BBITTOJTHEHO TIPU TTOM-
nepxke rpanta PH® Ne 16-15-10421.

Mopdonoruueckoe ucciienoBaHne MHOKApPAA BHITIOJTHEHO
4 60MBpHBIM (2 — HIOMMOKapauanbHasa ouorcus 12K, 2 —
ayTorcusi). BBIMOTHSIOCHh TUCTOIOTUIECKOE UCCIeNOBaHNE
C TIpUMEHEHUEeM CBETOBOTO MHUKpocKorma. Bce mpemapatst
OKpAIINBAINCh TeMAaTOKCUINH-203UHOM, a TaKXe MMHUKPO-
dykcraoM o Ban [m30oHy (1S BRISIBIEHUST COSAMHUTETLHOM
TkaHu). OTOenbHBIM TAIIMEeHTaM TPU TONO03peHUU Ha 60-
JIe3Hb HAKOTUIEHUsI IPOBOMWINCH PAS-peakiust ¢ peaktuBoM
Hludda (obHapykeHUE TITUKOTEHA WM IPYTUX CIIOXHBIX
VIJIEBOIOB), OKpacka KOHTO-POT Ha aMUJIOU] C TOCIENyio-
IIIUM VICCIIEIOBAHUEM B TIOJISIPU3YIOIIEM CBETE.

KomniiekcHasi THArHOCTHKA MHOKApAuTa. Y OOJIbUIMH-
cTBa OOJBHBIX TMATHOCTUKA MUOKAPAWNTA TTPOBOAMIACH He-
WHBAa3WBHBIM OOpa3oMm. [IpumeHsuIcs alropuTM HEWHBa-
3UBHOM MUAarHOCTUKW MHMOKApIWTa, pa3pabOTaHHBINA paHee
Ha Kadenpe dakynsreTckoit Tepamuu Ne 1 [lepsoro MITMY
uM. WM. B. CeueHoBa. ATTOpUTM CO3IaH HA OCHOBAHWH OLIEH-
KU TUarHOCTUYECKOU MEHHOCTU Pa3TMIHBIX HEMHBA3WBHBIX
MapKepoB B COTIOCTaBICHUM C pe3yibraTaMu MOpdhOJIoTH-
YeCKOTo HucciaeqoBaHus muokapaa y 100 mauwenTtos [16].
Baxnoe 3HaueHUe B MIOCTAHOBKE MWArHO3a MMEJU: HAIMINe
aHAMHECTUYECKOW Tpuanbl (CBSI3b NebroTa OOJIE3HU C TIpeN-
mecTByoIIeil nadeKIueit; octpoe Havao 3a00JIeBaHUS;
NAaBHOCTH OOJIE3HN MEHee Tofia), CUCTEMHBIX MMMYHHBIX TTPO-
SIBJICHUH1, a TAKXKe BHICOKMX TUTPOB aHTUKAPAUATBbHBIX aHTH-
Ten. Kak mOTONHUTENBHBIN MTPU3HAK UCIIOIB30BANIOCH OT-
CpPOUYEHHOE CyOaMMKapIUaIbHOE HAKOIIEHNE KOHTPACTHOTO
npenapara ipu MPT/MCKT cepna.

CraTtucTniecKuii aHamm3. AHaIU3 JAHHBIX TTPOBOIWIICS
B miporpammMe IBM SPSS Statistics v.22.0. JInckpeTHBIe 3Haue-
HUSI 0TOOpakeHbI B BUIE a0COMOTHBIX 3HAYSHUIA 1 TIPOIIEHTOB.
HermpepbiBHBIE 3HAUEHUST TTIOKA3aHBI KaK cpemHee apudmeT-
Yyeckoe T cpemHeKBaIpaTUIHOE OTKIIOHEHUE, eCITU pactperne-
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B. Heycroituusas 2KT u3 1K B. YcroituuBas KT B. BuBeHTpuUKyIsIpHast : XCH
¢ mutaranueit ITXK HEIOCTAaTOYHOCTh

Puc. 1 Knununueckue popmbl AKTTK.

IMpumeuanue: AKITXK — aputMoreHHast KapaoMuonarusi npaoro xenynodka, KT — xemynoukoBast Taxukapaust, KOC — xenyaoukoBast 3KCTpacu-
cronusi, HKM — HekoMnakTHbIi Muokapn, [2K — nmpashiii xenynouek, XCH — xpoHuueckas cepaeuHast HeOCTaTOUHOCTb.

Taommma 1
Kiunuko-dyHKIIMOHATBHBIE TApaMETPhI MALMEHTOB C Pa3IMYHBIMU KIUHUYecKUMU popmamu AKTIZK
[Tapamerp JlateHTHas PazsepHyras AKITXK AKITX + HKM
apUTMHUYECKAst APUTMUYECKAsT ¢ mporpeccupyloLieit
dopma dopma XCH
n 27 11 8 8
MyxuuHbl, % 29,2% 36,4% 62,5% 62,5
Bospacr, et 36,7£11,9 36,1%17,4 45,8+19,6 41,6+7,8
CuHkore, % 11,1 63,6 37,5 37,5
KDC (rbic./cyt.) 20 [9,5; 36] 15,6 [0,025; 37] 1,6 [0,5; 3,5] 19,5 [7,1; 31,1]
HeycroitunBas/ycroitunsas XT, % 33,3/0 100/100 62,5/50 75/50
Huskuit Bosbraxk komruiekca QRS Ha OKT, % 18,5 27,3 50 50
Hannuue XCH, % 7,4 45,5 100 75
O®ynximonanbhbiii kacc XCH (NYHA) 010; 0] 010; 1] 212;3] 1,25 [0,25; 2,75]
®B JIX (DxoKT), %, 63,016,2 65,1482 43,8+13,1 42,4+8.9
KIP JIX (9x0KT), cm 5,0£0,6 5,0£0,5 5,5¢1,1 6,0+0,6
KIOP ITX (MPT), cm 3,940,8 3,5%1,5 5,4+1,3 4,2+0,8
WnnekcuposanHsiii 06sem [TK (MPT), M/ 85,1+25,7 79,7+19,8 117,0+31,0 98,0+23,4
®B ITX (MPT), % 45,6425,7 472442 25,7£15,0 38,7+11,0
Myrauws, % 11,1 45,5 50
Hasnauenue amuonapoHa, % 50 45,5 87,5 87,5

[Tpumeuanue: AKITK — aputMoreHHast KaparuoMuonaTust mpasoro xenynouka, KT — xenynoukoBas taxukapausi, KOC — xenynoukoBast 3KCTpacu-
cronust, JIXK — neBbiit xkenynouek, KIIP — koHeuHbIit quacTonnyeckuit pasmep, MPT — MarHutHo-pe3oHaHcHast Tomorpacdus, HKM — HekommakT-
HbIit Muokapi, [12K — nipaBbiii xenynouek, @B — dpaxuust Briopoca, XCH — xpoHundeckasi cepreyHast HemocTatogHoctb, DKI' — snekrtpokapanorpa-

dust, OxoKI' — axokapaurorpadus.

JIeHVe TIOJTyYeHHBIX 3HaYeHUI ObUIO HOPMAIBHBIM, WM KaK
kBaptiu 50 [25; 75], ecnu pacnpenesieHe TaHHBIX TOCTOBEP-
HO OTIMYAIOCH OT HOPMATBbHOTO. CTaTUCTUUECKN 3HAYMMBIMU
pazmumst cuutamuck rpu p<0,05.

Pe3ynabTaThl

B pesynbrare aHanM3a KIMHUYECKUX MPOSIBICHUN
U TeYeHUsI 0OJIE3HU BBIAEIECHBI YEThIpEe KIMHUYECKHUE
dopmbr AKITXK (pucyHok 1): JaTeHTHass apuTMUYE-
ckast ¢opma, pa3BepHyTass apuTMuyeckas ¢dopma,
AKIIX ¢ nporpeccupyromieit XCH u AKITXK B couera-
Huu ¢ HKM JIZK. PaccMOTprM KaXAyro M3 3TUX K-
Huvyecknx Gopm. CBoAHbIE KIMHUYECKUE MTapaMeTPhI
MalMEeHTOB C Pa3IMYHBIMU KIMHUYECKUMU (hopMaMU
AKIIX npencrasieHsl B Tabuiie 1.
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JlaTenTHad aputMuyeckas dopmMa xapakTepusyeT-
csI 4acToM XeynouKoBoii akcTpacuctoiueit (ZKOC) n/
WIW 3MU300aMU HEYCTOMYMBON XKENTYAOYKOBOU Taxu-
kapnuu (KT), npu atoMm ycroitunBas KT oTcyTcTByeT.

Otot knuHuueckuit BapuaHT AKITXK Bctpeuancs
Cpely HalllX MallMeHTOB HanboJsiee YacTo: OH BBISIBJIEH
y 50% 6onbHBIX (n=27), 2/3 MalKeHTOB — XEHIIUHbI
(n=18).

ITatoreHHble MyTaluMu OOHapyXeHbl y 3 mauu-
eHToB B reHax DSG2, FLNC, a takxe B reHe SCNSA.
Eiue y Tporx 6071bHBIX OOHAPYKEHBI BAPUAHTHI C HEW3-
BECTHBIM KJIMHUYECKUM 3HayeHueM B reHax JUP, PKP2
v LDB3. DT HaXOOKU TaKXKe MOTYT OKa3aThCs IaTo-
reHHbIMU. TpebdyeTcs najibHelllee yTOUHEHUEe UX POJIU
B ) OPMUPOBAHUYU KIIMHUYECKON KAaPTUHBI.
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Puc. 2 YacroTa CONMyTCTBYIOLIEr0 MUOKAPIUTA Y MALMEHTOB C JaTEHT-
Hoit apuTMuueckoit popmoit AKTTXK.

XpoHnueckuii MHGEKIIMOHHO-UMMYHHBI MUO-
KapauT BeisiBIIeH y 20 (74%) mauueHToB C JaTEeHTHOM
aputMmnueckoit ¢opmoit AKITXK (pucyHnok 2), y 4 u3
Hux (20% OOJBHBIX C MHUOKAPOIMTOM) — BHPYC-IIO-
sutuBHBINA 110 KpoBu (EBV: n=2; EBV+HHV4: n=1;
HSV1: n=1). OcTtpoe Hauano 3abojieBaHUS UMEIO
Mecto y 10 (MOJI0BUHBI) MAallUEHTOB C MUOKAPAUTOM.
CBs3b nebrota 3a00yieBaHUs C TIEPEHECEHHOIH UH(eK-
Mei oTMevanach Juilb y 8 (40% OT GONBHBIX C MUO-
KapauToM) naureHToB. OOHapyXeHa MOJOXUTEIbHAS
KOppensuus MeXAy HaludveM MUOKapAuTa U pas-
mepom I12K npu DxoKI (r=0,4, p=0,046) u orpuiia-
TeJIbHasl KOPPEJSLUsS C YaCTOTOH OOHapyXKeHUs XKupa
B ITK ipy MPT (r=-0,46, p=0,021), 4TO MOXET OT-
paxartb 0oJiee paHHIOK CTaAuIO 3a00JieBaHUs, eule 0
TOSIBJIEHUSI BU3YaJIbHO OIPENEsieMbIX XKUPOBBIX BKITIO-
yeHuii, koraa s Mmanudecraunu AKITXK HeobxonumMo
ObLTO MPUCOENVMHEHUE MUOKAPIUTA.

Haubonee yacThIM 1MarHO30M, C KOTOPBIM Mally-
€HTHI C JJaTeHTHOI aputMudeckoit popmoit AKTTXK Ha-
MPaBJISUIACh B KJIMHUKY, OblIa UAMOTIATUYECKAS XKeIy-
noukoBas akctpacuctonus (XKOC). IudpdepenHumnanb-
HBIIl TMarHo3 MPOBOAWICS Yallle BCEr0 ¢ MUOKAPIAUTOM,
JPYTUMU KaHAJTOMATUSIMUA U KAPIUOMUOIIATUSIMU.

Paspepnytasg aputmuueckas ¢opmMa mposiBisieT-
Csl ANU301aMM YCTOMUYUBOM XKENYIOUKOBOM TaxukKap-
muu (KT) /v dubpuuisium XkeaymoukoB. JlaHHast
(dopma BrisiBieHa y 11 (20,4%) nauueHTOB, Cpeayd HUX
MpaKTU4YeCKU 2/3 XeHIuHbI — 7 (63,6%).

VYV 5 6oabHbBIX (45,5%) nuarHo3 BepuULUMPOBAH
TEHETUYECKM: Yallle BCEro BBIIBISIUCH MyTallMU B Tre-
He PKP2 (n=3), y onHOro 60J1bHOTO OOHapyXeHa MyTa-
mst B reHe TMEM43, ellie y OTHOTO — codeTaHue ABYX
mytaumit (reasl DSG2 u DES). Bxian Mytalnu B TeHe
DES B (popMupoBaHve KIMHUYECKOW KapTUHBI B Ha-
cTosiIIee BpeMsl yTOUHSIETCS.

Y nmaneHToB ¢ pa3BepHyTOi apuTMudeckoi dhop-
MO COIMYTCTBYIOIIUI MUOKAPAUT BBISIBISUICS HAanbO-
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Puc. 3 YactoTa COMyTCTBYIOLIETO MUOKApMTA y MALUEHTOB C pPa3Bep-
HyTOIt apuT™MHU4ecKoii hopmoit AKTTXK.

Jiee pelKo IO CPaBHEHUIO C OCTAJIIbHBIMU (hOopMamMu
AKIIX: ero yacrora cocraBwia juiub 36,4% (pu-
cyHOK 3). OnuH 3 4 OOJBHBIX ¢ MUOKAPIUTOM OBILIT
BUPYC-TIO3UTUBHBIM 110 KpoBu (HSVI+CMV: n=1).
Octpoe Hayano 3aboseBaHUS U CBSI3b Ae0I0Ta C mepe-
HEeCeHHOI paHee MH(eKIIMeil OTMEUeHHI Y 3 U3 4 Imaim-
€HTOB C MUOKaPIUTOM.

Y maiueHToB ¢ pa3BepHYTOI apuTMUYecKoit dhop-
MOM HaJu4yve MUOKapauTa OTPUIIATEIbBHO KOPPEIH-
poBajio ¢ KoauyecTBOM Oosbliux KputepueB AKITXK
U TIOJIOXHUTEIBHO — € KOJIMYeCTBOM MabixX (r=-0,64,
p=0,035 u r=0,66, p=0,027, coorBeTcTBEHHO). Kpome
TOTO, OTMEUYATUCh OTPUIIATEIbHBIE KOPPEISIIIUUA C CHH-
KOTaJbHBIMU cocTossHUusIMU (r=-0,61, p=0,048) u Tom-
muHOi cBobomHoit crenku ITXK (r=-0,71, p=0,048).
BeposiTHO, 3TH CBSI3U OTpaxaloT OoJiee JIETKOe TeueHue
AKIIX y manueHTOB ¢ MUOKApIUTOM, U (pakToOpom
MaHu(decTallud U TPOrpecCUpoBaHUs 3a00JIeBaHUS
y HUX SIBJISIJIOCh UMEHHO BOCIaJIeHWEe, a He MaToreH-
HbIE MyTaIlUU.

Haubonee yacTbiM OITMOOYHBIM TMATHO30M, C KO-
TOPHIM HAaMpaBJIsUIMCh B KJIWHUKY TMAallUEHTHI C pas-
BepHyTOI aputMuueckoir popmoii AKITXK, ocobeHHO
CpemHero M TOXWIIOTO Bo3pacTa, OblIa uIleMUyecKas
6one3Hb cepaua. B psae cnydaeB KT pacueHuBanach
KaK MauoraTuyeckasi 1Moo Kak IpOSIBIEHUE TUTIEPTO-
Huu. ¥ 6oJiee MOJOIBIX MALlMEHTOB IUddepeHIraIb-
HBII AMArHo3 MPOBOOWICS TakkKe ¢ MUOKApIUTOM, JIpy-
TMMU KapaIuOMUOTIaTUSIMU.

AKIIXK c nporpeccupymomeii XCH. ITposiBnenust cep-
JIEYHOI HEMOCTATOYHOCTH MMENIU MecTo y 21 TmarmeH-
Ta (38,9% u3 Bceit koropthl). K 1aHHOM KJIMHUYECKOM
(bopMe OTHOCUIIM TOJIBKO TeX OOJBHBIX, Y KOTOPBIX
nposieneHuss XCH BbIXOoAT Ha MepBbIi MJIaH, UMEIOTCS
mtataunst 1K B couetanuu co cHkeHueMm ero @B
U 3aCTOMHBIE SIBJICHUS IO OOJIBIIOMY KPYTYy KPOBO-
obpameHus. B rpynny Bxogut 8 (14,8%) GOJIbHBIX,
cpenut HUx ~2/3 (62,5%) My>KUMHBI.
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Puc. 4 Yacrora comnyTcTByiolIero Muokapaura y nauueHton ¢ AKITK
¢ nporpeccupyomieit XCH.

ITo pesynsratam JJHK-1uarHoCTUKM y TTOJOBUHBI
ManueHToB oOHapyxXeHbl MyTtauuu (reHsl DSP, DSC,
DSG2 v FLNC). Hu y ogHOoro mauveHTa ¢ mporpec-
cupytoieit XCH He 3acduKcupoBaHO MyTalluu B TeHE
PKP2, xoTopble npeobiiananu cpenu 00JbHBIX C pa3-
BepHyTOI aputMuueckoit dopmoit AKTITK.

ConyTcTByOLINI MUOKAapIUT BbisiBieH y 7 (87,5%)
naiueHToB (pucyHok 4). JIHK KapnuoTpomHbIX BUPYCOB
ObL1a OOHapyxXeHa y ABoux (28,6% OT OOJIBHBIX C MUO-
KapnuToM, | M3 HUX — BUPYC-TIO3UTUBHBIM TT0 MUOKap-
Iy, ocTajibHble — 10 KpoBU). OcTpoe Hayajo 3abojieBa-
HMS U CBSI3b 1e0IoTa ¢ MH(eKIMel otMeueHsl Y 4 (57,1%)
u 2 (28,6%) malmeHTOB, COOTBETCTBEHHO (yKa3zaH % OT
OOJIbHBIX C MUOKAPIUTOM).

HauGonee yacTbiM OIIMOOYHBIM JMArHO30M, KOTO-
pBIil cTaBWICS mauMeHTaMm ¢ mporpeccupytoieit XCH,
OblTa AunaTallMoHHas KapauomuonaTusi. HudbdepeH-
LIMATBHBIA TUATHO3 MPOBOAUJICS C MUOKApAUTOM, Jie-
TOYHBIM CepALeM, TPOMOOIMOOJIMEl JIeTOYHOI apTepuu,
JIPYTMMU TEHETUYEeCKU NeTEPMUHUPOBAHHBIMU Kaparo-
MUOTIATHSIMU.

AKIILX B couerannu ¢ HKM. K 310ii rpynme mMbl oT-
HecIU OOJIbHBIX, ¥ KOTOPBIX OMHOBPEMEHHO JUArHo-
ctupoBaHbl AKTI2K 1 HKM. M3HavyanbHO MalMeHTHI
C TaKUM COYETAaHUWEM OTHOCWUJIUCH K JJATEHTHOW apuT-
muueckoil popme unu K AKITXK ¢ nporpeccupyromeit
XCH. Koraa ctajno SICHO, 4YTO 3TU CIy4au HEe eMUHUYHBI
U 00JIaaloT CBOMMU XapaKTePHBIMUA OCOOEHHOCTSIMU,
JAHHbIE MAlMEHThI ObUTH OTHECEHBI K OTIETbHONU KJIM-
Huveckoil hopme. OCOOEHHOCTH 3TUX OOJBHBIX, OTIU-
yaromue ux oT apyrux nmauueHToB ¢ AKITXK, oueBun-
Ho oOycnosieHsl HamnureM HKM. B nanHyo rpymnmy
pouwiu 8 (14,8%) 6onbHbIX, 62,5% MYXUUHDI.

[TatoreHHble MyTallu BBISIBICHBI Y 37,5% marnu-
€HTOB JaHHOM rpynmnsl: y 2 — B reHe DSP (TUMUYHOro
nnsa AKITXK), y 1 — coueTaHue IByX MyTalluii B capKo-
MepHbIX TeHax (MYH7 u MyBP(C3), yto 6onee xapak-
tepHo it HKM. Eme y 1 601bHOrO B 16CMOCOMHOM
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Puc. 5 YacroTta COMyTCTBYIOLIET0O MUOKApAMTA Y MALMEHTOB C COYETa-
HueMm AKITK n HKM.

reHe PKP2 HaiileH BapyaHT C HESICHBIM KIIMHUYECKUM
3HaYEHUEM, 3HAYEHUE KOTOPOTO YTOUHSIETCS.

Hosise OOJBbHBIX ¢ MUOKApAUTOM ObLIa BeJIUKa
u coctaBwia 87,5%, 4To, MO BCEHl BUAUMOCTH, 00Yy-
CJIOBJIEHO T€M, YTO BABONHE T€HETUYECKU HEMOJHO-
LIEHHBI!t MUOKap/ — GJIarorpusiTHasI TTOYBa JJIsI Pa3BU-
THUSI COMYTCTBYIOIIETO MUOKapAuTa (pUCyHOK 5). OnuH
nauveHT ¢ AKITXK oka3zancs BUpYC-TTO3UTUBHBIM IO
muokapay (HSVI+HHV6, nannbie ayrorcuu). CBsi3b
nebroTa 3a00JIeBaHUS C IEPEHECEHHOI UHGEKIIMEl OT-
MeueHa y 71,4%, a octpoe Hayano — y 85,7% OGONBHBIX
C MAOKApIUTOM.

HuddepeHImanbHbliA IUarHo3 y 3TOi IpymIibl 60/1b-
HBIX OBLT OCOOEHHO CJIOXHBIM: pacCMaTPUBAINCH AUa-
THO3BI IWJIATAIIMOHHONW KapAMOMUOIATUN KaK TaKo-
BOI, MUoKapauTta, uzoaupoBanHoro HKM, ux coue-
TaHUU, UCKITI0YaIach UIIeMUYecKasi 00JIe3Hb cepala.

Posib maToreHHbIX MyTaIMid M COMYTCTBYIOLIET0 MHMO-
KapauTa B (h)OPMHPOBAHNM KJIMHUYECKO KAPTHHBI

Takum 00pa3oM, COMYTCTBYIOIIMIA MUOKapAUAT
nuarHoctupoBaH y 38 (70,4%) maumentoB ¢ AKITXK, us
HUX 8 OBUIM BUPYC-TIO3UTUBHBIMU: IBOE TTO MUOKap-
oy (HHV6+ y ognoro; kom6unarusa HSV1+ u HHV6+
y omHoro), a 6 — mo kposu (EBV+ y Tpoux; kom6u-
Hauusi EBV+ u HHV4+ y onnoro; HSV+ y onHoro;
kombOuHauusg CMV+ u HSVI+ y onHoro). Hanuuue
MHOKapauTa ObLJIO MOATBEPXKICHO MOpdonorhuyecku
y JABYX ManueHToB (00a 6osbHbIX ¢ coueTaHueM AKITK
u HKM). Ero yactora 0bUTa HEOIMHAKOBA B 3aBUCUMO-
CTH OT KJIMHUYECKOU (popMBbI, U cocTaBuiia 74% nipw ja-
TEHTHOM, 36,4% Tpu pa3BepHYTOM apUTMUYECKOM (dop-
Me u 1o 87,5% npu AKITXK ¢ XCH u AKITXK ¢ HKM.

ITaToreHHble MyTauuy ObUTM OOHApYyKeHBI Y 28%
nauueHtoB ¢ AKIIXK (c yyetom momumopdusMoB
C HEW3BECTHBIM HA NaHHBII MOMEHT KIWHUYECKUM
3HAYEHWEM TIPOLEHT BBISIBJICHUS MyTallUil eIlé BbI-
me u coctapisieT 35%). Cpenu HUX TIpeoGiagand My-
Talluu B JecMOCOMHBIX reHax PKP2, DSP u DSG2
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Puc. 6 Myrauuu, obHapyxeHHbIe y anueHToB ¢ AKTTXK.

7] Her myrauun (n=39)
B PKP2 (n=3)

B DSP (n=3)

. DSC2 (n=3) = T'enbl, TunmunHbie List AKTTK

B FLNC (n=2)

B DSC (n=1)

—

W TMEM43 (n=1)
I MYH7+MYBPC3 (n=1) JIpyrue reHst

SCNS5A (n=1)

[Mpumeuanue: AKITXK — apurmoreHHast KapIMOMHUOTIATHS TIPABOTO XelTylouKa. L[BeTHoe n3o6pakeHre TOCTYITHO B 3IeKTPOHHOM BEpCUU XKypHaa.
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Puc. 7 YacToTa BbISIBICHMS COMYTCTBYIOLIETO MUOKAPIMTA, MATOTEHHBIX MyTALMil U UX COUETAaHHI1 B 3aBUCUMOCTH OT KJIIMHUYECKOIT (DOPMBI.
IIpuMeyaHue: KpacHbIE CTOJOMKU OTOOPaXaroT YaCTOTY COIMYTCTBYIOIIETO MUOKApIWTa, CHHHE — YaCTOTy OOHApYXEHWs IMaTOTeHHBIX MYTallMid,
00J1aCTh UX MepecevyeHNs! TOKa3bIBAaET MO0 MAllMEHTOB, Y KOTOPBIX OTMEYAJIOCh coueTaHue MyTauuu U MmuokapauTta. AKTT2K — apuTMoreHHast Kap-
nomMuonarus npasoro xenaynouka, HKM — HekoMmnakTHblii Muokapn, XCH — xpoHuyecKkasi cepnevHast HeOCTaTOYHOCTb.

(pucyHok 6). MyTtaiuu B JecMOCOMHOM reHe PKP2
KOPPETUPOBAIM C arpeCCUBHBIMU KEITYAOYKOBBIMU
apUTMUSIMU (B T.4. GUOPUILTALIMEN KeTyI0YKOB) U CUH-
KONAJIbHBIMU COCTOSIHUSIMU, aleKBaTHBIMU CpadaThiBa-
HUSIMM MMIUTAHTUPYEMOTO KapauoBepTepa-nehuopui-
JIITOpa, yToJueHueM cBobogHoit creHku ITK, cHu-

keHueM Bonbraxa QRS u ¢ oTcyrcTBHEM MUOKapauTa.
Myrairuu B DSP accollumpoBaHbl CO CTapIIMM BO3pac-
ToM, BoByieueHreM JIK (o6HapyxeHue xupa B JIZK ipu
MPT), pazButuem 6uBeHTpuKkyasspHoit XCH, Hermos-
HBIM 5D HEKTOM aHTUAPUTMUYECKON Tepanuu U Halv-
yueM HKM. BoibHbIX ¢ MyTanueit B DSG2 ommyano,
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HaIpOTUB, OTHOCUTEIBHO OJIarONPUSTHOE TeUeHue 00-
Je3Hu. Mytauuu B reHax FLNC u SCN5A xoppenupo-
BaJIM C HAIMYMEM MUOKapIWTa U JATEHTHON apuUTMU-
yecKoit (hopMoii.

Ha ocHoBaHMM aHanM3a 4acCTOTHI COMYTCTBYIOIIIE-
o MUOKapAauTa U MyTallWil IpK KaXIoil 13 ONTMCAHHBIX
kiuHuyeckux dhopm AKITXK (pucyHok 7) Obul caenaH
BBIBO/I, UTO BKJIaJ T€HETUYECKUX U BOCITAIIMTETbHBIX
MEXaHU3MOB B (pOpMUPOBaHUE KIUHWYECKON KapTH-
HBI HEOIMHAKOB: TIPY JIATEHTHOU apuTMUYECKOi (hop-
Me Bemyuias poJib MPUHAMJIEXUT BOCHANECHUIO, MPU
pa3BepHYTON apUTMUYECKO (hopMe, HATIPOTHUB, IMpe-
o0yamaeT BKJaA MaTOTeHHbIX MyTauuii, a mpu AKITXK
¢ nporpeccupytouieit XCH u B couetanuu ¢ HKM
BKJIaJl TEHETUYECKUX U BOCTIAJIUTENIbHBIX (PaKTOpPOB
ONIVMHAKOBO BaxeH. OMHOBpEeMEHHOE HaJIUu4ue MaTo-
TEHHBIX MYyTallMii 1 MUOKapauTa OTMEUYEHO COOTBET-
ctBeHHo y 11,0, 9,0, 7,5 u 25,0% 6oxpHBIX pu -1V
(opmax, COOTBETCTBEHHO.

B o0GcnenoBaHHOl Koropte He HabJ0daNI0Ch Mepe-
XOZa TIAIIMeHTOB U3 OMHON KIIMHWYECKOU (hOPMBI B JpY-
TyI0 Ha MPOTSKEHUM BCEro CpokKa HaOIIOAeHUSs, KO-
TophIii coctasmi 21 [6; 60] mec. (ot 1 mec. mo 19 ner).
ITpu TIIaTeTbHOM aHAIM3e aHAMHECTUYECKMX JaHHBIX
TaKXe He HaOJIomaloch Mepexona MaluueHTOB OT Of-
HOI KJIMHUYeCKOU (popMbl B apyryo. CpoK Henmocpe -
CTBEHHO OT J1e010Ta 3a00/eBaHUS 10 MOCIEIHEr0 KOH-
TaKTa C OOJIbHBIM CYIIECTBEHHO MpPEBBIIIAT CPOK Ha-
OJitoneHUsT MAaMEHTOB B HAllel KJIMHWKE U COCTaBUJ
6,5[2,9; 10,3] ner.

O06cyxaeHne

B pesynbraTe miuTeabHOro HadiwoaeHus 3a 54
OOJIbHBIMU B HACTOSIIIIEM MCCJIEIOBAaHUM BbIIEIeHBI 4
OCHOBHBIX KiimHU4Yeckux dopmbel AKITK, onHa u3 Ko-
Tophix (couetanue AKITK 1 HKM) paHee He Bbiaesns-
nack. Kak orMeyeHo BO BBeneHUU, TiepBas Kiaccudu-
kainusa Fontaine G 6a3upoBaiach Ha U3YyYEHUU UCTO-
puu 3a0ojeBaHUs Bcero 4 OOJIbHBIX, U AaJbHEHIIeH
pa3paboTku He mojyuuaa [5]. OgHako BaxXHOI oco-
OGEHHOCTBIO BBIJIEJIEHHBIX aBTOPOM (hOpM, KOTOpast Ha-
1J1a TIONTBEPKAeHNE B HACTOSIIEH paboTe, SIBISETCS
WX HE3aBUCUMOCTb APYT oT Apyra: Fontaine G cuurtan
ckinoHHOCTh AKITXK K cTabUIBHOCTY WX MPOTPECCU-
POBAHMIO MCXOMHBIM CBOMCTBOM KOHKPETHOTO ITaIly-
€HTa. YXe Torga B KayecTBe 0co00il (popMbl 60JIe3HU
ObL1a BoineneHa nporpeccupytomas XCH. Kpome To-
ro, aBtop, onucaBimii AKITK kak oTaenbHyO HO30-
JIOTHIO, OMHUM M3 TIEPBBIX (€CJIU HE TIEPBBIM) OTMETHII
poJib MUOKapIuTa B TIPOTPECCMPOBAHUM OOJIE3HU.

bosnee mo3aHss kiaccudukalus TOro Xe aBTopa
(1998r) 3anoxuna enie onvH GyHIaMEHTAIbHBIA TPUH-
nun — pasaenenue AKITXK Ha npaBo- u JieBoXenynou-
KoBble (popmbl [2]. K mpaBoxenymoukoBbIM (hopMam,
noMuMo kiaccnueckoit AKIITZK, 6butn oTHeceHbl BeHe-
1MaHcKasl kapayomuornarus, 6one3nb Hakcoca, KT u3
BoIHOCs1Iero Tpakrta I2K, mobpokauectBeHHbIe KODC
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u3 I12K, aHomanus Yis, a Takke mposarnc MUTpaIbHO-
ro kianaHa u HeaputmMuiyeckue dopmbl AKITK. K ne-
BOXEJTYIOYKOBBIM (hopMaM ObLIM OTHECEHBbI OMBEHTPU-
kynsipHasg AKTTK u AKTTXK, ocnoxxHeHHas1 MMOKapau-
ToM. OUueBMIHO, NaHHas Kiaccudukaius oobenuHuIa
B rpynity AKITTXK cnumkoM mmpokuii Kpyr 3a00eBaHUi
C Pa3NYHOM TEHETUYECKOU MPUPOIOA, YTO, BEPOSITHO,
U 00YCJIOBUJIO OTCYTCTBUE UHTEpeca KIMHULIMCTOB K €e
MPYMEHEHUIO Ha MPaKTUKE.

B 4ewm 3axittoyaeTcst CJI0XKHOCTh pa3pabOTKU KU~
Hu4deckoil knaccudukaimu AKITK? 3aboneBaHue, Kak
MOKa3aJl U Halll OMBIT, HE SIBJISIETCS CTOJIb YK PEIKUM —
€CTh PSii KPYMHBIX PETMCTPOB, BKJIIOYAIOIIUX B ceOs
6osbHbIX ¢ AKTTXK 1 ux ponctBenHrkoB: Johns Hopkins
University ARVD/C Registry (n=511) 8 CIIIA [17],
peructp B Hunepnanmax (Interuniversity Cardiology
Institute of the Netherlands, n=490) [17], utanbsiHCKUi
peructp (University of Pavia, n=301) [18]. Tem He Mme-
Hee, B KPYIHBIX PErucrpax, MalolUX UHTErpaibHOE
MPENCTaBJICHNE O 3a00JIEBAaHWM, CJIOXHO OTCIEIUTDh Te-
yeHue 60JIe3HN Y KaXI0r0 KOHKPETHOTO MallUeHTa, 3T0
OBUIO cleJlaHO B HACTOSIIIEH paboTe HA OTHOCUTEIbHO
HEOOJIBIIIOM KOJIMYECTBE OOTBHBIX.

YacrtoTa BBISIBIEHUS MATOTEHHBIX MyTalldil cocTa-
BwJIa Ha ceronHs 28 %, 4TO IMO3BOJIMIIO TIPOBECTH HEKO-
TOpPBIE MApAJUIENIN C KIMHUKOU U OLIEHUTh BO3MOXKHBII
BKJIJ, TeHETUYEeCKUX (haKTOpOB B (hOpMUPOBAHUE TOU
WA WHOW KJIMHUYECKOU ¢opMbl. B yactHOoCTH, OTMeE-
YeHa KOppessuus MyTalliii B HauboJjiee TUMTUYHOM ISt
AKIIX rene (PKP2) c Haubosee TUNTUYHONI ee dop-
MoIi (pa3BepHYTOll apuTMUuYeckoit). 1 mauueHTOB
C JIATEHTHOU apuUTMHUYEeCKO (hopMoOii OKa3alnCh Xa-
pakTepHbI MyTalluK B HeTUNWYHbIX 11t AKTTK “aput-
MoreHHbIX” reHax (SCNSA, FLNC), B To BpeMs Kak
y 6oJbHBIX ¢ Tiporpeccupytouieit XCH, HKM u Bose-
yenueM JIK BoigBiasiivcs mytauuu B reHax DSP, DSG
U Aaxe B capkoMmepHbix reHax (MYH7, MyBPC3). Otu
JTaHHBIE TIONTBEPXAAIOTCS U APYTUMU aBTOpamu |[17,
19-21].

Hapsnay ¢ 3tum, B HacTosel paboTe crienuaibHO
MpOoaHAJIM3UPOBAaH BKJIaJ MUOKapauTa B (popMupoBa-
Hue kauHudeckoin kaptuHbl AKITXK. JIumdouurap-
Hass UHPUWIBTpaIKs, KOTopasi BCTPEYaeTCd y MHOTUX
nanueHToB ¢ AKITXK, B TedeHue Q0ATrOoro BpeMeHU
CUMTAach BTOPUYHBIM (MMMYHHBIM?) (DEHOMEHOM.
ITpu OMBEHTPUKYJISIpHOU (popMe yacToTa BBISIBICHUS
nHduabTpaToB mocturaet 50% [22]. OTHOCUTETb-
HO HENAaBHO BBIIBMHYTA KOHIIEMIIMS MUOKapaIuTa Kak
“ropsiueit aspr” AKIIXK [23]. YacToTy pa3BuTHS 3TOM
(dassl mpu AKITX ouenuaioT Ha ypoBHe 3,5%, a B Ka-
YeCTBE TeHETUYECKON OCHOBBI TAKOTO BapHWaHTa Teue-
Husg AKIIXK paccmaTtpuBaioT mytauuu B reHax DSP
u LDB3 [24]. HexoTopble aBTOpHI MUIIYT gaxe o 60%-
HoIi TpaHCc(opmaluu ocTporo Muokapauta B AKITZK
[25]. Bonee penkoe obHapyxXeHUe WHGWIBTpAUUU TTPU
OGUBEHTPUKYJISIPHOM TopaxkeHuu (44%), 4yeM TMpu U30-
nupoBaHHoM TmopaxkeHuu 12K (83%) wnu JIXK (74%),
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paccMmaTpuBaloT Kak 6osnee nosgHolo dasy AKITXK co
CTUXaHMEM aKTUBHOCTM MUOKapauTa [26]. Hu nipu on-
HOM JpYroM Te€HETUYEeCKOM 3a00JeBaHUM MMOKapjaa
B3aMMOOTHOIIIEHUS] C MUOKapAUTOM HE HOCIT CTOJb
VHTPUTYIOILIETO XapaKTepa.

OnHako 3TU JaHHbIE YOIUBUTEIbHBIM 00pa3oM He
HaxXoJsT MPaKTUYECKU HUKAKOTO BBIXOa HU B TMArHO-
ctuke, HU B JeuyeHuu AKII2K. B npencraBieHHoli pa-
6ote Muokapaut BoisiBieH y 70,4% GonbHbix ¢ AKTIK
(y 74% nipu nateHTHOI apuTMudeckoit popme, y 36,4%
MpU pa3BepHYTON apuTMHUUecKoit popme, y 87,5% Kak
npu AKITXK c nporpeccupytomeit XCH, Tak u npu
AKIIX B coueranuu ¢ HKM). Muokapaur y 3Tux mna-
IIMEHTOB MOXET HOCUTh KaK MepBUYHBINA (B T.4. BUPYC-
Hbli B 21,1% ciydyaeB), Tak U BTOPUYHBINA (AyTOMMMYH -
HbIt) xapakTep. OueBUIHA HaUOObIIAsS 3HAYMMOCTh
MUOKapAWTa MPU JIATEHTHOUW apuUTMUYECKoil (opme,
IJIe OH UTPaeT POoJib B MPOSBIEHUU HE OYEHb “XKeCcT-
KMX”, HE BIOJIHE TUITMYHBIX MyTallUii, U IPOTPECCUPY-
romeit XCH. BaxHo momyepKHyTh, YTO y LIEJIOTO psiga
OOJIbHBIX OJHOBPEMEHHO BBISIBJIEHBI KaK MaTOT€HHBIE
MYTallMM, TaK U MPU3HAKU MUOKapauTa (B T.4. MOp-
¢onornueckue). M 3t maHHbIe 1alOT OCHOBAHUS IJIsI
nubdepeHIMPOBaHHOTO MOAX0AA K JICYEHUIO.

HaxkoHen, TpebyeT 0OCYyXOeHUSI BO3MOXHOCTD
nepexoaa OT OJHONM KJIMHUYECKON (pOpMBI K APYTroid.
MoxHO OBLIO MPEAINOJOXUTb, YTO MPEITOXKEHHBIE
KJuHU4YecKue hopMbl (OCOOEHHO TEPBBIE TPU) SBISI-
I0OTCS TIOCJIeNOBaTebHBIMU CTaAUSIMU 3a00JeBaHUs,
a Tmepexoq K cliefyiolleid ¢popmMe — BCEro Julllb BO-
npoc BpeMeHu. Yactora pazsutusi XCH npu AKITXK no
Pa3HBIM JaHHBIM cocTaBisieT oT 4 1o 49% [27], siBneHus
XCH pocturator cBoero nuka K 40-50 rogam, XoTst BO3-
MOXEH M ropasno oosnee paHHuii et [28]. Berpeva-
IOTCS TIALIMEHTHI KaK C MPaKTUYECKU OECCUMITOMHBIM
TEYEHUEM, TaK W C TsDKesioi ouBeHTpukynspHoit XCH
B MoJjiofoM Bo3pacTte [29]. B Haiueli koropte oTMeueHa
Junib ciabasg Koppensuus (GyHKIMOHAIBHOTO KJlac-
ca XCH ¢ Bospactom (R=0,28, p=0,037), pa3BepHyTas
XCH auarHoctrpoBaHa ulb y 8 (14,5%) GONBHBIX.

ITpu HaGmOOEHUM 32 KOTOPTON MallMEHTOB OBLIO
OTMEYEHO, YTO Mepexoaa OT OAHON KIMHUYECKOI (op-
MBI K JpYroii He MpOUcCXomuT. B TeueHue Bcero cpoka
HaOJIOMEHNS HU Y OMHOTO MallMeHTa C JIATEHTHOMN apuT-
muyeckoit dopmoit He mosiBUIOCH ycroiunBoil KT,
PaBHO, KaK HU y KOTO U3 MAallMEHTOB C apUTMUYECKUMU
(bopmamMu He pa3BUIOCH KIIMHUYECKU 3HAYUMBIX CUM-
nroMoB XCH. MoxXHO NpeanonoXuTh, YTO YacTh 00JIb-
HBIX C APYTUMU (hopMaMu Haboga1ach HEAOCTATOYHO
JIOJITO, OMHAKO IBYM TMALIMEHTaM C Pa3BEpHYTOI apuT-
muyeckoir hopmoit yxe >70 netT. XoTs cpeaHUil BO3-
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pact 0oJIBHBIX B IpymIe ¢ mporpeccupytoieit XCH Bcé
>X€ HECKOJIbKO BBIIIIE, YeM B IPYTUX TPYMIIaX, CPeau
HUX ecTh 3 mauueHTa <35 JIeT, y OCTaJbHbIX OOJbHBIX
B aHaMHe3€ OTCYTCTBYET MEPHUOM, KOrla OHU MOTIIU
OBITh OTHECEHBI K “apUTMUYECKUM” (popMaM.

Hactosiee wuccienoBaHue UMeEeT HEKOTOpbIE
orpaHuyeHus. Tak, HEOOXOAUMO TIPUHATH BO BHUMA-
HUE, YTO CTaOUJIBHOCTh KIMHUYECKUX hopM 3aduk-
CUpOBaHa UMEHHO y 54 MalMeHTOB B KOTOPTE U, BO3-
MOXHO, CPOK HaOJIIONEeHUSs, OTCUUTAHHBIN OT nedroTa
3a00J1eBaHUs 10 MOCJIEAHET0 KOHTAaKTa ¢ MallueHTOM
(6,5 [2,9; 10,3] ner), MOXET OBITH HETOCTATOYHO JJIH-
TEJIbHBIM [IJI1 OMHO3HAYHOTO BBIBOJA O CTAOMJIBHOCTHU
¢opM. BHOBb momuepKHeM, YTO pa3BUTUE TOU WIU
WHOUN (OPMBI ONpEenenasiioch B3aUMOAECUCTBUEM Te-
HETUYECKOH OCHOBBI 0OJIE3HUM W MMUOKApAUTa — IO
KpaiiHeil Mepe, MepBbIi U3 3TUX KOMIIOHEHTOB CTa0u-
JIEH, OJJHaKO BTOPOW MPUCOEIUHSIETCS B TEYEHUE KU3-
HU, U MOXET CTaTh KaK (haKTOPOM IMPOrpecCUPOBAHUS
(B OTCYTCTBUM JIEYEHUS), TaK U TOUKOU MPUIOKEHUS
Tepamnuu.

3akiouenue

B pesynbraTe aHaiM3a KIMHUYECKOTO TEYEHUS 3a-
OoJsieBaHUs BbIIEIEHBI 4 CTAOUIbHBIE BO BpDEMEHU KJTW-
Huueckue dopmbl AKITXK, He ckioHHBIE K B3aUMHOMY
repexoy: JaTeHTHasl aputMudeckas ¢opma (50% mna-
LIMEHTOB), pa3BepHyTast apuTMudeckas dopma (20%),
AKITX ¢ mporpeccupytomieit XCH (15%) u AKITXK
B couetanuu ¢ HKM JIXK (15%). Yacrora conyTCTBYIO-
mero Muokapaura y nauueHToB ¢ AKITK Beicoka u co-
craBuia 70,4% (74% nipu nateHtHoi, 36,4% 1ipu pas-
BepHYyTOI aputmudeckoit dopme, 87,5% npu AKITK
¢ XCH u B 87,5% npu AKITXK ¢ HeKOMIaKTHBIM MHO-
kapaoM). Muokapaut npu AKITXK moxeT nMerh Kak
MepBUYHYIO (B T.4. BUpPYCHYIO B 21,1%), Tak 1 Bropuu-
HYI0, ayTOUMMYHHY10, mpupony. BceM manumeHTam
¢ AKTIK HeoO6xomuMo aKTUBHO MCKJTIOYaTh COMYTCTBY-
OIINI MAOKapauT. BKiaa reHeTH4ecKUuX ¥ BOCTaIM -
TEJTbHBIX MEXaHU3MOB B (hDOPMUPOBAHUE KIMHUYECKON
KapTUHBI HEONMWHAKOB: TIPU JIATEHTHON apUTMUYECKON
dopmMe Beayias posib NPUHAIIEKUT BOCIATEHUIO, TPU
pa3BEpPHYTOI apUTMUYECKON (popMe, HAMPOTUB, Tpe-
o0namaet BKJIaJ MaTOreHHbIX MyTauuii, a mpu AKITXK
¢ nporpeccupywoueit XCH u B couetanun ¢ HKM
BKJIaJi TEHETUYECKUX U BOCTAIUTENbHBIX (DAKTOPOB
OIMHAKOBO BaX€EH.

Ortnomenus u aedreabHocTb. [Ipoenenue JJTHK-
JMUATHOCTUKY TTallMEHTaM BBIITOJHEHO MPU MOIIEPXKKE
rpanta PH® No 16-15-10421.
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