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Llenb cratbu: nokasartb OCOGEHHOCTM KAMHMYECKOTO TeueHWs U (GEHOTUNMUYECKUX MPOABNEHWI HeKoMNakTHOW kapauomuonatuu (HKMIT)
Y MOHO3MTOTHbIX 67IM3HELLOB.

OcHoBHbIe nosoxeHus. [puBeeH KNMHUYECKUiT ciyyail 3a601eBaHUA Y ABYX NALMEHTOK — MOHO3UTOTHBIX GAN3HEL0B C ONUCAHNEM 0COGEH-
HOCTeM KJIMHNYECKOro TEYEHUS W Pe3yNbTaToB KNMHUKO-UHCTPYMEHTANbHOTO 06CNef0BaHNMS.

B knuHuyeckoit kapTuHe y 06eux naumeHToK npeobnasany nposBaeHUA apuUTMMYECKOro CUHAPOMA, B MeHbLLEil cTeneHu bl BbipaXeH CUHAPOM
cepfAeyHol HefoCTaTOHOCTH. TPOMGOIMBOINYECKOTO CUHAPOMA, BXOAALLErO B KNAcCUYeCKylo KnuHuyeckyto Tpuagy HKMI, He Habnioaanocs.
3aknioueHue. BoipaxeHHas reHeTnyeckas u eHoTunuyeckas reteporedHocTs HKMI, a Takxe crnopHble BONpOCH!, Kacatlmecs naroreHesa
ee KNMHUYECKUX MPOSABAEHUI U MPOrHO3a, eNaloT KpaiiHe aKTyasbHbIM MPOBEEHNE FreHeTUYEeCKOro TeCTUPOBaHUsA, 0COOGEHHO Npu ceMmeiiHoi
dhopme 3a6onesanus.
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ABSTRACT

Objective of the Paper: To demonstrate the clinical features and phenotypic characteristics of non-compaction cardiomyopathy (NCCM) in
monozygotic twins.
Key Points. We describe a clinical case of two patients who are monozygotic twins, as well as clinical progression and results of clinical and
instrumental tests.
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Both patients had signs of arrhythmia syndrome and less pronounced cardiac failure syndrome. Thromboembolic syndrome, a part of

the traditional NCCM triad, was not observed.

Conclusion. Marked genetic and phenotypic NCCM heterogeny, as well as issues associated with clinical symptoms and prognosis make

genetic tests extremely essential, especially in family disease.
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BBEAEHUE

HeoOblyHas ry6uatas CTpyKTypa MUOKApfAa C 6OMbWWM KOMU-
yecTBOM Tpabekyn Bnepsble Obina onucaHa R. Grant eue
B 1926 . [1]. B 1984 r. R. Engberding u F. Bender npeacrasunu
Clyyail ¢ HanuyMeMm B MUOKapAe CUHYCOW[, XapaKTEPHbIX Ans
3MOpMOHaNbHOTO Nepuofa pasenTus cepaua [2]. B Haweii cTpa-
He nepeoe onuncaHue 3abonesaHus 6610 caenaHo B 1998 r. [3].

[laHHyto natonoruto cynTany «BepxyLeyHoi hopmoi» runep-
Tpoduyeckoit kapamomuonatum (KMM), noka B 1990 r. T. Chin
He NPepoXUN TEPMUH KU30NMPOBAHHAA HEKOMNAKTHOCTb MUO-
Kapga» [1, 4, 5]. B 1995 r. BcemupHoii opraHu3almeit 35paBoox-
paHenus (anrn. World Health Organization) u MexayHapoaHbimM
obuwectBoM U denepauueirt kapamonoros (aHm. International
Society and Federation of Cardiology) HekoMnakTHbI MUOKapA
6bln BKNtOYEH B rpynny Heknaccuduumpyembix KMIM. B nocne-
ayiolem, B 2006 r., AMepuKaHCKas Kapanonornyeckas accouma-
uusa (aHm. American Heart Association) oTHecna ero Kk reHe-
TUYECKN BeTepMUHMPOBAHHbLIM nepBuYHbIM KMI, a B knaccudu-
Kauun EBponeiickoro obuiectsa kapauonoros (aHm. European
Society of Cardiology), ony6nukoBaHHoii B 2008 r., HEKOMNAKT-
Hbll MMOKapg, BHOBb Obl1 NPUUUCIEH K rpynne Heknaccuuum-
pyembix KM [6-8].

B HacTosiuiee BpeMs noj HEKOMNAKTHbIM MWUOKApAOM, UM
HekoMmnakTHoit kappuomuonatueit (HKMI), noHumaloT Hanm-
yne BbIpaXEHHOW TpabekynApHOCTM M Mybokux MexTpabe-
KYNAPHBIX MONOCTEN (NaKyH WAU CUHYCOMAOB) B TOJIILE MUO-
kapga nesoro (J1XK) u/unu npasoro xenygouka (MXK), yacto
B COYETAHUM CO BTOPLIM TOHKMM KOMMAKTHbIM C/I0EM MUOKAPAS,
COCeACTBYIOWMM C 3nuKapaom [5, 7]'. B kauectBe mexaHuU3Ma
pa3sutus HKMI paccmatpuBaetcs HapylweHue chopMuMpoBa-
HUA HOPManbHOrO MWOKapaa W3 3mMbpuoHanbHoro (rybyaro-
ro) MWOKapfa, KOTOPbIA B OTCYTCTBUE KOPOHAPHbIX COCYAOB
KpoBocHabxaetcs u3 nonocrteit cepaua [1, 5, 9]. Mpouecc
VNJOTHEHUA NpoTeKaeT B HanpaBfeHUW OT OCHOBaHMA cepaLa
K BEpXYLIKe 1 OT 3NUKapAa K aHAoKkappay. B pesynstare B cepa-
Lie 0CTaloTCs 30Hbl HEKOMMAKTHOrO MMOKApAa C NOBbIWEHHO
TpabeKyNAPHOCTbIO U TYOOKUMU MeXTpabeKynsapHbIMU Npo-
cTpaHcTBamm [4]2.

Boigenstor cnepytowmne mopdonorunyeckue Ttunel HKMIM:
1) naKyHapHblii, NPy KOTOPOM HEKOMMAKTHBbI MUOKap[, NpeacTaB-
JIEH CETbI0 XOPOLUO BU3YannU3UpYIOWMUXCA TPAOeKyn C WHUPOKUMHY,

ry60KUMU NaKyHaMy, 2) rybyaTblid, TPy KOTOPOM HEKOMMAKTHBbIA
MUOKapA nNpefcTaBNeH YepefoBaHMEM MHOXeCTBA Mefbyaii-
wux nakyH (MeHee 1 MM) u Tpabekyn, TPYAHO OTAUYMMbBIX Apyr
OT ApYra, U 3) CMeWaHHbIN, Koraa BU3yanu3npyoTcs Tpabekynbl
W NlaKyHapHbIE MPOCTPAHCTBA, HO MEHee BbIPaXKEHHble, YeM Mpu
NaKyHapHoM Tune’. B geTckoi nonynsuumu pacnpocTpaHeHHOCTb
HKMM coctaBnset 1,26%, nnun 9,2% Bcex cnyyaes KMI; no pac-
NpoCTpaHeHHOCTH 3abosieBaHWe 3aHUMAeT TpeTbe MECTo nocie
runeptpoduyeckon n gunarauuonHoi KMM. Bo B3pocnoi nony-
naumu HKMIN seisBnsetca y 0,014% HaceneHus, OAHAKO UCTUH-
Hble UM Pbl MOTYT ObITh CYLLECTBEHHO Bbille. 3aboneBaHue Yalle
BCTPEYaeTcs y MyX4nH — B 56-82% cnyyaes [4]%.

JTnonormyeckne akTopbl HEKOMMAKTHOTO MUOKApAa elie
HEAOCTAaTOYHO WU3YYEeHbl, HO OYEBUAHBIM ABNAETCA HACNEACTBEH-
Hblit XxapakTep 3Toro 3abonesanus [1, 5, 9]. OnucaHbl Kak cno-
pagnyeckue, Tak u cemeitHole cnydan HKMII, npuyem Ha ponio
nocnegHux npuxogutca ot 26% po 64%. B HacToswee Bpems
BbIfIBNIEHO CBbile 60 reHOB, CBA3AHHbIX C Pa3BUTUEM CEMENHbBIX
cnyyaeB HKMN [1, 5, 10]. YcTaHOBNEHbI MHOXECTBEHHbIE MyTa-
LM B TeHax CapKoMepHbIX GeNKoB, 6ENKOB — MEepeHOCYMKOB
Kanbuua u B Apyrux reHax, sknoyas LMNA, LDB3 v reH Taca-
3uHa [11]. BblgenstoT fBa TMNA HAcNeLoBaHWUA: ayTOCOMHO-A0-
MUHAHTHBI TUN U HacnefoBaHWe, cLuenneHHoe ¢ X-XpoMoCOMOW
(oKkono 44% cnyyaes) [4, 5]°. B T0 e BpeMs Npu reHeTUYECKOM
TECTUPOBAHMKM ceMeliHbIX (OpM naToreHHble MyTauuum B yxe
M3BECTHbIX FeHax BbIABAAIOTCA He GoNlee YeM B MONOBUHE Clyya-
€B, YTO CBUIETE/IbCTBYET O HANMYUN OPYIUX, elle He U3YYEHHBIX
reHeTMyeckux mapkepos [10].

B GonbWMHCTBE ClyYaeB HEKOMNAKTHOCTb MUOKApAa acco-
LuupyeTca C punatauuend unu runeptpodueit KenynoykoB
Cepaua, CHWKeHUeM WX rmMobanbHOW COKPAaTUMOCTH, a TaKxe
C HapylweHUeM ANACTONNYECKON GYHKLMM NO PECTPUKTUBHOMY
Tuny [10, 11, 12]°. Y HekoTOpbIX NALMEHTOB B NAaTONOrMYeCKUi
NPOLECC MOXET BOBNEKATbCA MUOKApS, 060MX Xenyaoukos [1,
10]7. HKMI MoxeT npucyTcTBOBaTb KaK B WM30/JMPOBAHHOW
thopMme, TaK 1 B COYETAHUM C [pyroii naTonoruen, Npexzae Bcero
C BPOXAEHHbIMW MOPOKaMU CepiLa U HEMPOMbILLEYHbIMU 3360-
nesaHuamu [1, 4, 718.

Knunuyeckas kaptuHa HKMI moxeT 6biTb pasHoii [5, 7, 9].
Bctpevalotcs kak GeccMmnToMHble (OpPMbI, Tak WM BapuaHTI
C NpOrpeccupylownm TeYeHUEM, OCIOXHAOWMMCA Pa3BUTUEM

1 Cows3 neduampos Poccuu, Accoyuayus demckux kapduono2os Poccuu. ®edepanbHble KAUHUYECKUE PEKOMEHOAUUU NO OKA3AHUK MeOULUHCKOL

nomowu demsam ¢ kapouomuonamusamu. M.; 2014. 22 c.
2 Tam »e.
3 Tam xe.
“ Tam xe.
°> Tam xe.
6 Tam e.
7 Tam xe.
8 Tam e.
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CepAeyHoil HeloCTaTOYHOCTH, TPOMOO3IMOONUAMM U KeNY[O0UKO-
BbIMW apuTMuamu [11, 12]. B HeKoTOpbIX Ciyyasnx 3aboneBaHue
Ae6lTUpYeT BHE3aNHON cepaedHoi cmepToio [1, 5, 9].

Lenb ny6nukauum: nokasatb oCOGEHHOCTU KAMHUYECKOTO
TeyeHua u deHoTunnyeckux npossnennin HKMM y moHo3surot-
HbIX 6NU3HEL0B.

KNUHWUYECKUIA CNYYARN

B KnuHuke BoeHHO-mOpcKoOW Tepanun BoeHHO-meauuMHCKON
akapemum um. C.M. Kuposa (BMegA um. C.M. Kuposa) B nepuop
C HosA6ps 2017 r. no tdespanb 2018 r. 6bI1O NPOBEAEHO KiK-
HUKO-UHCTPYMeHTaNbHOe obcnepoBaHue apyx cectep ¢ HKMI.
CecTpbl ABNAITCA MOHO3WUTOTHbIMM 6AM3HeUaMU, BO BpeMs
obcnegoBaHua um 6610 34 roga. 06e XXeHWMHbLI noanuca-
SN MHPOPMUPOBAHHOE COMNAacue Ha y4yacTue B UCCIE[0BaHUM
1 06paboTKy NEPCOHANbHbIX fLAHHbIX.

06cnepnoBaHne BKMOYano B Cebf PYTUHHbIE KAMHUYECKME
aHanu3bl KPOBM U MOUH, BUOXMMUYECKOE UCCNef0BaHUE KPOBH,
3KT B nokoe, peHTreHorpaduio opraHoB rpyLHON KIETKH, CyTOY-
Hoe MmonuTopupoBaHue IKI, TpaHcTopakanbHytlo 3IxoKl, MPT
cepaua v 3a60p KpoBU 1 FeHETUYECKOTO aHanu3a.

[OunarHo3 HKMI1 yctaHaBnuBancs Ha OCHOBAHUU BbIABIEHUA
LBYXCNOMHONM CTPYKTYPbl MMOKApLA YTONILEHHOW CTEHKM Xeny-
[0YKa — HEKOMMAKTHOrO M KOMMNAKTHOrO C/I0EB B COOTHOLIEHUM
6onee yeMm 2:1, NOBbLIWEHHO TPABEKYNAPHOCTU B XKENYAOUKAX
B HanpaB/IEHUN OT BEPXYLIKW K NaNUAAPHbLIM MbllWLAM U BU3ya-
NM3auMmu KPOBOTOKA B MEXTPAbeKyapHbIX NpocTpaHcTeax [1, 5,
10]°. Y matepu, cTapleit cecTpbl 1 fieTeil NaLUEHTOK N0 pe3ynb-
TaTam ambynatopHoro o6cnegosatus (IxoKl) AaHHbIX, yKasbl-
BAIOLWMX HA HANMYME HEKOMMAKTHOTO MUOKAPAA, He MOoJyYeHo.

W3 aHamHe3a KU3HU W3BECTHO, YTO CECTpbl POAWMAUCL B
r. JleHuHrpage. B ymcTBeHHOM U (hM3MyecKOM Pas3BUTUM OT
CBEPCTHUKOB He oTcTaBanu. 0T 3aHATMI No hM3M4ecKon noaro-
TOBKE B NepuOf 0OYYEHMA B LWKOME U By3e He 0CBOOOXAANMUCH.
B. 3amyxem, umeeT aBOMX 3LOPOBLIX feTeit; JI. BOCMUTbIBAaeT
OAHOTO 3,0poBOro pebeHka, He 3amyxeM. B nepuop o6cneposa-
HUA 06e cecTpbl He paboTanu. [MHEKoNOrMYeCKUit, anneproso-
TMYECKMUIA M 3NUAEMUONOrMYecKnini aHamHes 6e3 ocobeHHocTel.
CecTpbl He KypAT, ankorosb He ynotpebnsioT. HacnegcTBeHHOCTb
OTATOL4EHA MO NIMHUK OTLA, KOTOPLIA yMep B Bo3pacTe 49 net
(co cnoB naumeHTOK, OT OCTPOro H(apKTa MUOKapAa).

AHamHe3 3a6osesarHus nayuesmku B. Lo 2013 r., HecMoTps
Ha MOCTEMEHHO YCWUIMBABILYIOCH B TEUYEHWE HECKONbKUX NeT
o6yl cnabocTb U YTOMAAEMOCTb, cyuTana cebs 340pOBbIM
Yes0BEKOM, He 0bCef0Banach.

3aboneBaHne [ebOTUPOBANO OCTPO — C  pPa3BUTUA
09.01.2013 napokcusma ubpuAnauuM/TpeneTaHns npep-
cepaunii (®M/TN) ¢ vactotoit 150 ya/mMuH. Mo 3Tomy nosomy
ob6cneposanack B fopoackoit Mokposckoii 6onbHuLe (r. CaHKT-
MeTtep6ypr). Mpu IxoKl BhisABNEHO yBenuyeHUe ob6beMa 060MX
npencepauit, B 6onblweii ctenequn nesoro (J1M), npu coxpaHeH-
Hbix pa3mepax JIK, a Takxke oGHapyeHbl NPU3HAKW BbIpaXKEeH-
HOM AMacTonnyeckoit AUCHYHKLMM MO PECTPUKTUBHOMY TUMY
1 nosblWweHHas TpabekynapHocts JIXK. CokpatutenbHas GyHKUMs
JIX 6bina cHmkena (PB — 49% no CumncoHy), cpegHee pac-
YeTHOE JjaBfieHNe B JIEFOYHOW apTepumn COCTaBMNO 54 MM pT. CT.

[lanee Habnoganacb B HaumMoHaNnbHOM MeAMLMHCKOM MUCChe-
JoBatenbCKoM LeHTpe nM. B.A. Anmazosa MuHucTepcTBa 3apaBo-
oxpaHeHus Poccuiickoit Pegepauun (HMUL, um. B.A. Anmasosa
M3 P®) c AMarHo3oM «pecTpUKTUBHAs Kapauomuonatus».

Mpn cytoyHom moHuTopupoBanum IKI 27.02.2013 Ha doHe
nepcuctupytoweit ®M/TM Gbinn 3aperncTpupoBaHbl HeyCToi-
4MBble MApPOKCU3Mbl XEeNyAOoYKOBOW Taxukapauu. PerynapHo
nonyyana sapdapuH, 6GUcONpPONON, CNIMPOHONAKTOH, paMunpun
1 aM1OAAPOH.

18.02.2014 BbinonHeHa MPT ceppua ¢ KOHTPAcTHbIM ycune-
HueM. PMOPO3HbIX M3MEHEHUIT B MUOKApAE 04aroBoro uiau aud-
(hy3HOro xapaktepa He BbliBNeHO. Menn mecTo BbipaxeHHas
punataumusa JIN (pnvHa — 57 MM, wupuHa — 68 MM), CHUXKe-
Hue cuctonunyecko dyHkuum JIXK (go 50%) v MK (po 37%),
nosblleHHas TpadekynapHocTb JIXK M HeKOMNAKTHOCTb MUOKap-
pa oboux xenynoykos (ToNWMHA HekomnakTHoro cnos B JIXK
coctaBuna 30 mm, B MK — 16 mm) (puc. 1). YcTaHOBNEH ANArHO3
«HEKOMMAKTHbI MUOKapA, PECTPUKTUBHASA KAapAUOMUONATURAY.

03.04.2014 npu nnaHosoi peructpaumun IKI 3adukcupo-
BaHO BOCCTaHOBJIEHWE CMHYCOBOrO PWUTMa, MOCAe Yero npuem
amuopapoHa Obin npeKpalLyeH.

C mas 2014 r. BHOBb Hauanu bGecnokouTb ceppuebueHus
u nepebou B paboTe cepaua, NOSBUAUCH OAbIWKA Npu (u3K-
YeCKMX Harpyskax, OTeku cTon u nopsixek. B despane 2015 r.
cTaunoHapHo neyunacb 8 HMUL um. B.A. Anmazosa M3 PO
no noBojy BAUTENbHO mepcucTupytolweint @M. Mpu noBTOPHOI
rocnuTann3auun C Lenblo NJaHOBOro BOCCTAHOBNEHUA CUHY-
coBoro putma 05.05.2015 BHe3anHO Ppa3BMACA YCTOWYMBDIN
NapoKCU3M XKeNyA04YKOBON TaxMKapanum ¢ Yactotoi 200 yo,/MuH,
notpe6osaswuit nepesoga B OPUT, roe oH 6bI1 KynMpoBaH amno-
papoHoM. [1pofjofKeHo KOoHCepBaTUBHOE NeyeHue, Ha (oHe
Kotoporo 08.05.2015 npoun3oLwno BOCCTaHOBJIEHE CUHYCOBOTO
puTMa. MpuHATO pelleHne 06 MMNNAHTALUN aHTUAPUTMUYECKO-
ro ycrpoiictea. 12.08.2015 B. 6bln YCTaHOBNEH UMMNAHTUpYe-
Mblit kapanosepTep-aedubpunnstop (UKL) Protecta D364TRG
(Medtronic, CLWA) ¢ pexxumom ctumynsauuu AAI-DDD, nocne yero
NauneHTKy BbINUCANN Ha amMOynaTopHoe feYeHme.

B panbHeiwem uyBCTBOBana cebs YAOBNETBOPUTENbLHO,
pekomeHaaumu BeinonHsana. OgHako 27.11.2017 BHe3anHo nos-
BUIUCH YyalleHHoe cepauebueHune, peskas obuwas cnabocTs,
rO/IOBOKPYXEHWE, OfbIiKa NPU He3HauYuTeNbHO! (U3NYecKon
Harpyske — 6puragoii ckopoit nomowm B. 6Gbina focTaBneHa
B KnuHuky BoeHHo-mopckoii Tepanuun BMepA nm. C.M. Knposa.

Pesynemamsi 06cnedosanus nayueHmsu B. Tlpu nocty-
naeHun Ha KT peructpuposanuce @I co cpegHelt 4yacToToM

Puc. 1. MarHHTHO-pE30HAHCHAS TOMOIPAMMA CEPALIA
marmertkn B. ot 18 despans 2014 r. [Ipoekrina

/ 1 ocH (/4 KOPOTKOM OCH HA V e
10 AAMHHOMN OcH (A) U IO KOPOTKOH OCH HA YPOBH

NanUAAAPHBIX Mt (B). Flaawempayus asmopos

9 Coto3 neduampos Poccuu, Accoyuayus demckux kapouonozos Poccuu. ®edepanbHblie KAUHUYECKUE peKoMeHOayuu no OKA3aHUK MeOUYUHCKOU

nomowu demsam ¢ kapouomuonamusmu. M.; 2014. 22 c.
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130 yi/MWH, OTKNOHEHWE 3NEKTPUYECKON OCU Cepaua BiEBO,
HenosnHas 6710Kaja NpaBoil HOXKKM nyyka [Mca u Hecneuudu-
YeckuMe M3MeHeHWs NPOLECCOB penonspusauuu B o6nactu
Bepxywku JIK. PyTUHHblE KAMHMYecKue M BUOXMMUYecKue
aHanu3bl, BKNOYAs NMMNUAHBIA Npoduab N MapKepbl NOBpeXAe-
HUS MUOKapAa, Gbln B HOPME, CTPYKTYPHO-(YHKLMOHANbHOE
COCTOSIHUME WUTOBUAHOW XKene3bl — 6e3 0cobeHHOCTei.

B neroyHoi TkaHW 04aroBbIX M MHQUABTPATUBHbBIX U3MEHEHUI
He HabIAAN0Ch, KOPHU NETKUX ObINU YETKUMU U CTPYKTYPHBLIMMY,
CMHYCbl CBOOOAHBIMY, TEHb CepALa Oblna paciumpeHa 3a cyet JIM.
Busyanusuposanca UKL ¢ nByms 3nekTpofamu, yCTaHOBIEHHbI-
MU B NpaBbIX Kamepax ceppua (puc. 2).

Mpu 3IxoKl (28.11.2017) oTmeyanacb pe3KO BbipaXeHHas
aunatauua JIM n B MeHbluei cTeneHn — NpaBoro Npeacepaus.
Xenynoykn HopmanbHblX pasmepoB. HapylweHuii nokanbHom
cokpatumoctu JIXK He o6HapykeHo. Habnoaanuch NoBbiWeHHas
TpabekynspHocTb JIXK, npenmyliecTBEHHO B 061aCTU BEPXYLLIKMY,
NpU3HaKU HEKOMNAKTHOTO MUOKapaa. [mobanbHas cokpatu-
TenbHas dyHkuua JIXK 6bina Heckonbko cHuxkeHa (PB — 49%
no CumncoHy). Nmenacb aHeBpu3Ma MeXNpeacepaHON nepero-
poaku. B npaBbix kKamepax cepALa BU3yanu3MpoBaNnUCh 3MEKT-
poabl NK[, cpegHepacyeTHoe faBneHue B 1IerO4HOM apTepum —
45 mm p1. cT. TpuKycnupanbHas peryprutauma 2-n CTeneHu.
MutpanbHas peryprutaums 1-i1 cteneHu. OueHka auacrtonu-
yeckoit dyHkuuu JIXK Ha dore @I Gbina 3atpynHeHa (puc. 3).

Puc. 2. Perrrenorpamma opmHoB l'p\yxuoﬁ ITOAOCTH
. Manwcmpayus

naruenTku B. ot 27 noadps 20

asnopos

Puc. 3. Dxoxapauorpamma rmanuenTku B.

ot 28 HoaOps# 2017 r. AByxxamepHas BepXyIIICIHASA
rpoeknna (A) ¥ IPOEKITUSA ITO0 KOPOTKONH OCH

Ha ypoBHE HaIHAAAPHBIX MbIt (B). Haswcmpayus
asnopos

Mpu cytoyHom MmoHuTopuposaHuu 3Kl (29-30.11.2017)
B TeYeHWe BCEro nepuofa HabNOAEHUs pPEerucTpUpoBanuch
ON/TN co cpepHelt yacToToit 104 ya/mMuH, 3anusoabl 3ddek-
TUBHOI paboTbl K[ no TpeGoBaHMio B pexuMe Kenyao4KoBOM
CTUMYNALMK € YacToToi 50 ya/mMuH. Ha doHe pepkoit ofguHou-
HOW ¥ NapHON MOHOMOP(HOW KeNnyLoYKOBOW 3KCTPACMCTONUN
0TMeyeHo 17 npobexeK HeyCTOW4YMBOI KenyAo4KOBOW Taxu-
Kapauu (RO NATM KOMMJEKCOB) C 4acToToM [0 225 yA/MUH.
Harpy3ku He BbinonHanuck (puc. 4).

AHamHe3 3a6onesarus nayueHmku J1. C 2015 r. cTana ouy-
watb nepebon B paboTe cepAua, KPaTKOBPEMEHHbIE 3MU30AbI
cepauebueHns, ofbilWKy npu HU3MYECKUX HArpyskax W MoBbl-
LWEeHHYI0 YTOMNAEMOCTb.

B sauBape 2017 r. B CaHkT-MeTepbyprckoit ropoackoii
nonuknuHuke N2 38 6binn BbinonaHeHbl IxoKl u cyToyHoe
moHutopupoBaHue IKI. BbifBneHbl 3HauuTenbHOe yBenU-
yeHue obbema JIM, NpuU3HAKM HEKOMNAKTHOrO MUOKapAa
M MOBbIWEHHas TpabeKkynsApHOCTb anukanbHoro otgena JIXK
C coxpaHeHueMm mo6anbHON CUCTONUYECKOW W AuacTonu-
yeckon GyHKuMKU. MuTpanbHas peryprutaums 1-2-it cTe-
neHu. CpepHepacyeTHoe [AaBfieHWe B JIEFOYHOW apTepum —
23 MM pT. cT. O6HApPYKEHBI YACTblE OfUHOYHbIE XKENYA0UYKOBbIE
3KCTPACUCTONbI, OAMHOYHbIE, NApHble U FPYNMoBble Hagxeny-
LOYKOBbIE IKCTPACUCTONbI, @ TaKXKe TPU HEYCTOMYMBLIX NAPOK-
CU3Ma HaAXenyLoYKOBOW TaXMKapAUM C MAKCMManbHOM YacTo-
Toit 123 ya/MuH.

C asrycra 2017 r. ambynatopHo Habntogaercs B8 HMUL,
um. B.A. Anmasosa M3 P®. B cespane 2018 r. B niaHoBOM
nopsake noctynuna B KnuHWUKY BOEHHO-MOpCKOW Tepanuu
BMepA um. C.M. Kuposa ans yry6aeHHoro obcnefoBaHms.

Pesynbmamsl  06cnedosanus  nayuedmku JI.  Ha  3KT
(07.02.2018) perucTpupoBancs CUHYCOBbIA PUTM C YACTOTOM
62 yno/MWUH, UMENU MecTo efMHWYHble NpefcepAHble 3KCTpa-
CUCTONbI, OTMEYANOCh HOPMaNbHOE MONOXEHUE INEKTPUYECKO
ocu cepaua. 3ybeu P 6bin paclumpeH fo 0,16 cek. u aedopmu-
poBaH (P-mitrale). JocToBepHble HAapyLeHNUs NPOLECCOB peno-
nApu3aumum oTcyTCTBOBaNW. Pe3ynbraThl PYTUHHBIX aHanWU30B
KpOBM COOTBETCTBOBANM HOpMe. B neroyHoil TKaHU 04YaroBbIX
U MHOUNLTPATUBHLIX U3MEHEHUI He HAabMIOAAN0Ch, KOPHU Ner-
KWX BbINU YETKUMU WU CTPYKTYPHBIMU, CUHYChI CBOGOAHBIMU, TEHD
cepaua 6bina pacwupeHa 3a cyet JiM.

07.02.2018 BbinonHeHa MPT cepaua ¢ KOHTPACTHbIM ycune-
Huem. OTMeueHbl BbipaxeHHas gunatauus JIM (anmHa — 71 mm,
WUpMHa — 73 MM), HOpManbHas cuUCTonNMueckas QyHKUMA
JIXK (68%), noBbllWeHHas TpabekynspHOCTb MUOKapAa, Haubonee
BblpaXK€HHAs B anuMKalbHbIX OTAENAX, U NPU3HAKW HEKOMNAKT-

Puc. 4. Cyroanoe MOHUTOPHPOBAHHE
9ACKTPOKAPANOIPAMMBI Y TIAITHCHTKH B.
(29-30 mosbpsa 2017 r.). Maawcmpayus asnopos
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HOCTU MMOKapAa 060MX Kenyao4YKoB (COOTHOLWEHNE HEKOMMAKT-
HOM 1 KOMNAKTHOI vyacTeit cocTaBuno 3:1 u 6onee). Pu6po3HbIX
M3MEHeHW B MUOKapae 04aroBoro unu auddysHoro xapakrepa
He onpegenanock (puc. 5).

Mpu 3IxoKl (12.02.2018) oTmeyanacb pe3Ko BblpaxeHHas
gunataums JIMN. Mpasbie kamepsl ceppua u JK He 6biiu yBe-
nuyeHbl. Habntopanuce noBblweHHas TpabekynspHocts JIXK
M NPU3HAKM HEKOMNAKTHOTO MWOKapAa, MpPeUMYLLEeCTBEHHO
B obnactu Bepxywku JIXK. TnoGanbHas cokpatutensHas dyHK-
uus JK 6bina B Hopme (®B — 66% no CumncoHy), peruct-
pupoBanach Auacronuyeckas [AUCPYHKUMA NO PECTPUKTMB-
Homy Ttuny. CpepHepacueTHoe AaBieHWe B NErOYHOW apTe-
pun — 44 mm pt. cT. MutpanbHas peryprutauus 2-in cTeneHu.
TpukycnupanoHas peryprutauua 1-i creneHun. MexnpegncepgHas
neperopofika aHeBpuM3maTuyecku Bbibyxana B nNonocTb NpaBoro
npefcepams Ha BCEM NPOTAXEHUU (puc. 6).

Mpu cytoyHom MmoHuTopuposanuu 3Kl (13-14.02.2018)
Ha (oHe CMHYCOBOrO pWUTMa PErucTpUpOBaNUCL yeTbipe
HeycToNuYMBbIX napokcuama @M u 11 HeycTONYMBBLIX NAPOKCU3-
MOB HafKeNY[0YKOBOI TaxMKaPAMUK, a TaKXKe YacTas oAnHOYHas

Puc. 5. MarauTHO-pe3oHaHCHAA TOMOTPAMMA CEPAIIA
marmeHTk 1. ot 7 (1)@1;1)11 v 2018 r. [poexrus

IO AAUHHOI ocu (A) 1 IT0 KOPOTKOI OCH HA YPOBHE

HAIUAAAPHBIX MBI (B). laawcnpayus asmopos

Puc. 6. OxoxapAnorpamma marueHTky 1.

ot 12 cpepans 2018 r. AByxkamepras BepxyreaHasn
mpoekIuA (A) M IIPOEKIIHA 110 KOPOTKOH OCH

Ha YPOBHE NaIUAAAPHEIX M (B). Flaawempayus

asnopos

W MapHas Xenynoykosas akcTpacuctonus (264 B yac) u yactas
OAMHOYHAA, MapHas W rpynnoBas Ha[Xeny[o4yKoBas 3KCTpa-
cuctonus (381 B yac).

MonekynspHo-zeHemuyeckoe o6cnedosaHue. Ha MOMEHT
OKOHYaHWsA ONMCbiBaeMOro 06Cief0BaHNUS MaTepUan Haxoauncs
Ha u3yyeHuun B IHCTUTYTe MoeKyNsipHO GUONOTMK U FeHETUKM
HMUL, um. B.A. Anmasosa M3 Po.

06cyxpeHue

Ounarto3 HKMI coBcem HepaBHO BOWeEN B KAWHUYECKYIO
NpaKTUKy, U CBeJeHUs O HeM TONbKO HakannueawTcA. Beupy
BbICOKOW CMEPTHOCTU W Cepbe3HbIX OCNOXHEHNI T HEKOMNAKTHbIN
MWUOKapZ NpeAcTaBseT bonblyio npobnemy B kapauonorum [10,
11]. YcTaHOBNEHO, YTO 3TO TEHETUYECKN TeTeporeHHas nepeuy-
Has KMI, koTopas BCTpeyaeTcsa Kak y AeTeid, Tak Uy B3POC/bIX W
OT/INYAETCA BbIPAXKEHHBIM KJIUHUYECKUM noaumopdusmom [5, 9,
10]. KntoyeBbimM 3BEHOM B NPOrpeccHpoBaHun 3aboneBaHNs cuu-
TaloT Cy63HAOKAPANANbHYIO MILEMUIO, BbI3BAHHYIO HapyLIeHWeM
MUKPOLMPKYAALMM HEMOCPELACTBEHHO NOJ HEKOMMAKTHbLIM CIOEM
MUOKApAa, KOTopas SBNAETCH OCHOBHbIM MexaHW3MOM pa3BU-
TWS apUTMUIA U CepAeYHOi HepocTaTtoyHocTu. B kavectBe apy-
TMX NPUYMH PACCMATPUBAIOTCA HaNWU4YME KAPUTMOFEHHOTO» reHa
HaTpueBbIx KaHanos SCN5A, BocnanuTenbHble U3MEHEHUSA B MUO-
Kapfe W HapylleHue BereTaTMBHO MHHepBauun cepaua [5, 9].

B npepctaBneHHOM KIMHMYECKOM Ciyyae BBUAY OTCYTCTBUSA
pe3ynbTaToB  MONEKYNAPHO-TEHETUYECKOTO WCCNef0BaHUA He
MMenoch yoeanTenbHbIX AaHHbIX, MOATBEPKAAOWMUX CEMENHBbINA
BapuaHT HKMI, — MOXHO 6bi10 TOBOPUTH O CMOPAaANYECKOM
passuTUM n30auposaHHoit HKMI y MOHO3UIOTHBIX 6W3HELOB.
C yyeTom 31010 06€MM NaLMEHTKAM YCTaHOBIEH ANArHo3 HEKOM-
NaKTHasA KapAMOMMONATMA NIEBOTO U MPABOr0 XKeNyLo4YKOB, CMe-
WaHHbIA MOP(ONOrNYECKUI BapUaHT, PECTPUKTNBHAA opMax.

Mpu3HaKoB HelpoMbileYHbIX 3a00neBaHUN, a TaKxe
BPOXAEHHbIX MOPOKOB CEPALA, 33 UCKMIOYEHWEM aHEBPU3MbI
MeXnpeAcepAHOil NeperopoAku, B 000MX Cyyasx BbISBIEHO
He 6bino. B xope MPT yyacTkoB dubpo3a B MUOKapAe He onpe-
penanocb. OAHaKoO ecnn CTPYKTYPHbIE U3MEHEHUS CO CTOPOHbI
cepaua v NpU3HaKU HEKOMNAKTHOCTU MUOKApAa y cectep Obinu
NpaKTUYeCKU WAEHTUYHBIMKM, TO MO CKOPOCTU Pa3BUTUA U CTe-
NeHW BbIPAXKEHHOCTU KNMHWUYECKUX NpOsBAEHWii 3aboneBaHus
naluneHTKMN CylWeCTBEHHO Pa3anyanuch.

Mporxo3 npu HKMI 3aBucuT oT o6beMa NopasKeHHbIX cer-
MeHTOB JIXK, COKpaTUTENbHOI CNOCOGHOCTM MUOKAPAaA, BpEMEHU
BO3HMKHOBEHMWSA U CKOPOCTU HAapacTaHUs CUMNTOMOB CEpPAEYHON
HepgocTaTouHocTh. OH Haubonee HebnaronpusateH npu ®B JIK
meHee 35% u gunatauum JIXK [1, 9, 11]%°. B atom cnyyae cna-
CTV NauMeHTa MOXeT TOJbKO TpaHCnaaHTauua cepgua [3, 12].
MoMMMO fieKOMNeHcauun KpoBOOOPaLLEHNS, MAaLUEeHTbl Normba-
10T OT pepaKTepHbIX K T@YEHUIO HApYLWEHWIT CEepAeYHOro pUTMa
u Tpom6oambonuit [3, 10, 11]. ®akTopamu pucka neTanbHOro
ncxopa npu HKMI Take ABAAOTCA NOCTOAHHAA UAKM Nepcuc-
Tupylowas @, 6n1okaga Hoxek nyyka [Mca u conyTcTBylOLME
HEpBHO-MblWeYHble 3ab6onesaHus [1, 5, 11].

3AKNHOYEHUE

B knuHMYecKoit KapTuHe y 06enx naLuneHTok npeobnaganyt nposs-
NEHNA apUTMUYECKOro CUHAPOMa, B MeHbLUei cTeneHn Obin Bblpa-
KEH CMH[POM CepfieyHoil HefoCTaToYHOCTU. Bxoasiero B knac-
CUYECKYI0 KIIMHUYECKYIO TPUafy HEKOMNAKTHOI Kapauomuonatum
(HKMM) Tpom603mMboNnyeckoro cMHApPOMA He HaboAaNoCh.

0 Cotoz neduampos Poccuu, Accoyuayus demckux Kapouonoeos Poccuu. @edepanbHele KAUHUYECKUE PeKOMeHOauuU No OKA3aHUKD MeOUYUHCKOU

nomowu demsam ¢ kapouomuonamusmu. M.; 2014. 22 c.
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Y B. HKMI pebioTupoBana Ha 4 ropja paHblue C nossie-
HUA nepcucTupylolwen bubpunnauumM npefcepanii, K KOTopoi
LOCTaTOYHO ObICTPO NPUCOEANHUNACL NAPOKCU3MANbHAS KENy-
[0YKOBasA TaxMKapAuaA, B TOM YuUCie reMoANHaMUYecKn 3Hauu-
Mas, noTpeboBaBlias MMNIaHTaUUM KappuosepTepa-fedud-
punnatopa. [lopaxeHne MUOKapAa XxapaKTepu30BanoCh CTOM-
KUM CHUXEHWEM COKpPaTUTENbHOI QYHKLMM 060MX KENYL0UKOB
C KJIMHNYECKUMU NPOABIEHUAMN CEPAEYHON He[OCTaTOYHOCTU
2-3-r0 (hyHKLMOHANBLHOTO Knacca.

Y /1. 3aboneBaHue pa3B1Banoch MefneHHee 1 npoTekasno bonee
«[06pokayecTBeHHO». [0 AaHHBIM NPOBEfEHHOMO 06CNeA0BaHNS,
rnobanbHas COKPaTUMOCTb IEBOTO U MPABOr0 Xesyfo4YKoB Obiia
B HOPME W, HECMOTPA Ha Halnyne HeyCTOMYUBbLIX NAaPOKCU3MOB
GbubpunnaumMu NpefcepaMt M HALKENy[LOYKOBOW TaxuKapauu,
JKENY[0YKOBbIE HAPYLEHWA PUTMA BbICOKMX rpafauui W napok-
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