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OBIIASA XAPAKTEPUCTHUKA PABOTHBI

AKTYaJIbHOCTH HCCJICI0BAHUS

C Hauama aKTUBHOTO M3YYCHHS M30BITOUHOHN TpabekynspHocTH Muokapaa JIK mpomio uyTh
oomsire 30 et [Engberding R.,1984, Jenni R.,1986, Chin T.,1990], u 10 cux mop HET €AUHOTO MHEHUS
0 TOM, YeM SIBJISIETCS HEKOMMAKTHBIA Muokapa jesoro xenygouka (HKM JIDK). CornacHo oaHO# u3
knaccudukanmii kapauomuonatuii (KMIT) [Maron B.,2006], HKM JDDK — reHeTudecku reTeporeHHas
NEepBUYHAsL KapJAHMOMHUOINATHUSA, KOTOpas XapaKTEPU3yeTCs MHTEHCHUBHO PA3BUTBHIMU JKEITyI0YKOBBIMHU
TpabeKyIaMu B COUETAaHUU C TNTyOOKHMH, BHICTIIAHHBIMH YHIOKAPI0M MEXKTPAOCKYIIPHBIMU JTAKYHAMH,
HE CBSI3aHHBIMU C KOPOHApHBIM KPOBOTOKOM M HPEApPACIOiaralolliMu K o0pa3oBaHUIO TpoMOOB. B
cBs3M c yBenuuuBarouleics yactoroi BeisiBieHus HKM JIK (¢ 0,014% B mepBbIX ucciieqoBaHHIX
[Oechslin E.,2000] mo 43% [Kawel N.,2012]) nHakanmimBaeTcss MHOTO BOIPOCOB O CaMOM CYIIHOCTH
HKM JIK (sBnsercs nmu oH otnensHoi KMIT mwim pa3BuBaeTcss BTOPUYHO B OTBET HA pPasziIMYHBIC
(U3HONIOTHYECKHE/TIATOIOTUYECKUE TPOIECCh) W O TAaKTHKE BEIEHUs TakuxX mnanueHToB. HKM
BCTpEUaeTCsl y A€Tel U Y B3POCIbIX, MOXKET ObITh M30JMPOBAHHBIM MIJIM COUETATHCS C BPOKICHHBIMU
3aboneBanusaMu cepaua u Apyrumu KMIT u otiinyaercst BeipakKeHHBIM KIIMHUYECKUM MTOJTUMOP(PU3MOM.
YuutsiBass HEONPEACIEHHOCTh B  OTHOLIEHUMM HO30JIOTUYECKOM CYIIHOCTH UM BO3MOYKHYIO
ATHOJIOTUYECKYIO T€TePOreHHOCTh, ONTUMAIBHBIM TepMHHOM JJist 00o3HaueHuss HKM JIK moxeTt ObITh
cunapoM. Knmaudeckas kaptuHa cuHapoma HKM momumopdHa, OT GECCUMITOMHOTO TEUYEHUS 10
«KJTACCUYECKOI» TpHaJbl, BKIIOUYAIOINIECH B ceOsi XPOHMYECKYIO cepaeuHyio HemoctaTouHocTh (XCH),
HapylmieHus pUTMa U TpomOo3MOoimueckue ociokHeHus. bompmmHcTBo  onucanuit HKM
MPEACTABICHO €IUHUYHBIMU cilydasiMd. He ycTaHOBJIEHO 3HAaY€HUE T'€HETUYECKON JAMArHOCTUKHU B
Bepudukauun HKM, He m3ydeHbl 0COOCHHOCTH TE€YEHHs] M HCXOJbl MPU Pa3IMUHBIX KIMHUYECKHX
Bapuantax HKM. He sicHo 3HaueHune norpanuvHoro noseimenus Tpadekysipaoctu JOK. [Ipaktudyecku
OTCYTCTBYIOT ONHCaHUsi codeTaHusi Muokapauta u cunapoma HKM, He ycTaHOBIEHO BiIHUSHUE
muokapauta Ha TeueHne HKM. B enuHuunbix pabotax o00CYXTAlOTCS THIOTE3a BTOPUYHOTO
npoucxoxaeanss HKM y 0onbpHBIX ¢ BeIpakeHHOU cucToimyeckoi nuchynkimeit JOK u BO3MOKHOCTh
ero oopatHoro pa3BuTHs B pe3ynbrare gedeHus [Stollberger C.,2007, Bertini M.,2011].

Ieas uccaeqoBanus
W3yunTh KTMHUYECKUE BAPUAHTHI M BO3MOXKHOCTH KOMIUIEKCHOM (MHCTPYMEHTAbHOU, TeHETHUECKOM,
Mopdotoruueckoi, 1aboparopHoii) nuarHoctuku cuHapoma HKM JDK y B3pocibix, 0cOOEHHOCTH
TEUYEHUS U UCXOJIBI.

3amaun ucciae10BaHNS

1. U3yunts knunnyeckue BapuanThl cuaapoma HKM JIXK y B3pociibix B 3aBUCUMOCTH OT BEAYLIUX

KIIMHUYECKHUX MPOSBICHUHN U HAaJIM4YHUs COMMyTCTBYIOIKX 3a00eBaHui cepalLia.



2. Ouenutb yacToTy BbIsABIeHU HKM ¢ moMOIIbIO pa3iuyHbIX BU3YAIH3UPYIOMIMX METOAUK —
sxokapauorpaduu (OxoKI'), mynsTucnupanpHoli koMmbioTepHoir Tomorpadun (MCKT), marauTHO-
pe3onancHoit Tomorpaduu (MPT) cepaia, OlIeHUTh BAMSIHUE OTCPOYSHHOTO HAKOIUIEHUS! KOHTPACTHOTO
npenapara B Muokap/ie Ha Teuenue HKM, a takke u3ydnTb BO3MOKHOCTH T€HETUUECKOW TUAarHOCTUKHU
B Bepuukanuu nuarnoza HKM.

3. U3yunth BO3MOXHOCTh codeTanus cuHapoma HKM wu wMuokapaura ¢ npuMEHEHHEM
MOP(}OIOrHUECKOro UCCIeI0BaHus cepAlla, OCOOCHHOCTH CIEKTpa aHTUKapAUAIbHBIX aHTUTEN Y STHX
OOJIbHBIX B CPaBHEHUHU C HM30JMPOBaHHbIM BapuanToM HKM u rpynmoil GONBbHBIX € MOBBIIIEHHON
tpabekynspaoctbio (I1T).

4. 3yunTh 0COOEHHOCTH TEUEHUS, CKOPOCTh MPOrPECCUPOBAHUS CUMITOMOB, YaCTOTY Pa3BUTHS
HEOJIAronpHUATHBIX UCXOJ0B Y MAIIMEHTOB C Pa3IMYHbIMHU KIMHUYECKUMHU BapuanTtamu cuaapoma HKM
JIEBOTO JKEIYyJI04YKa, B TOM YHUCJE MPHU €ro COUYETAaHUM C MHUOKAPAUTOM, U YTOUHUTHh KIMHUYECKYIO
knaccugukanuio cuaapoma HKM y B3pocibix.

5. Ouenutdb 3¢(HEKTUBHOCTH KOMIUIEKCHOTO JiedeHus: curapoma HKM (tepamus XCH, nedyenue
COIYTCTBYIOIIETO MHUOKAapJUTa, HUMIUIAHTAUS PECUHXPOHU3HUPYIOMIUX YCTPONCTB) U pa3paboTarh
peKOMEH AU 1o HaOmoeHn 0 0ombHBIX ¢ HKM.

HayuyHasi HOBU3HA HCC/IeI0BAHNS

1. BnepBrie B Poccuu mpoBOAWTCS MPOCHEKTHBHOE KOTOPTHOE HMCCIIEIOBAHUE OOJBIIOr0 YUCiIa
6ombHbIX ¢ HKM u IIT JIK ¢ BeigeneHremM KIMHMYECKUX BapuaHTOB. JloMoTHEHA repBas poccuiickas
knaccugukanus cuaapoma HKM JDK.

2. BrepBbie n3y4eHbl 0OCOOCHHOCTH T€UCHHS U UCX00B Y 001pHBIX ¢ HKM JIK B 3aBHCHUMOCTH OT
KJINHAYECKOT0 BApUAHTA U HAJIMYUS COMYTCTBYIOIIETO MUOKAPINTA.

3. BnepBrsie mpousBeieHO CpaBHEHHE OCOOCHHOCTEH KIIMHUYECKON KapTuHBI, pe3ynbTaToB JJHK-
JTUATHOCTHUKH U UCX010B Mex Ty 60mpHBIMU ¢ HKM 1 ¢ I1T JIXK, koTOpoe mo3BOINII0 YTOUHUTE TPUPOTY
U KIMHu4eckoe 3Hauenue [1T.

4. BnepBble u3ydyeHa BO3MOKHOCTh coueTanus cuHapomMa HKM u mumokapaura ¢ mpuMeHEHUEM
MOP(}OJIOrHUEcKOro HUCCIEIOBaHMs CEpAlla, OCOOEHHOCTH CIHEKTpa AaHTUKApAUAJIbHBIX AHTUTEN Y
60nbpHBIX ¢ HKM 1 MHOKapIUTOM B CpaBHEHUH C W30JIMPOBaHHBIM BapuantoM HKM.

5. BrepBble IIPOJEMOHCTPUPOBAHO IIOJIOXKUTEIIBHOE BIIMSAHUE HA3HAYEHUs KapAUOTPOIIHOMN
tepanun O6ompHEIM ¢ HKM Ha TedyeHuwe 3aboneBaHMs, JOKa3aHa IEJIE€COOOPA3HOCTh JICUCHUS
COMYTCTBYIOIIETO MUOKAPAMTA.

I[IpakTHYeckasi 3HAYUMOCTDH MCCJIETOBAHUSA
1. Onpenenenbl KIMHUYECKHE TPYNIBl OONBHBIX, KOTOPBIM IIEIECOO0OpPAa3HO MpOBEIECHHUE

obcneoBanus, HampaBieHHOE Ha uckirodeHne HKM.
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2. Ilokazana HEOOXOMUMOCTh y4€Ta KIMHMYECKOW KapTUHBI M CEMEWHOrO0 aHaMHe3a Hapsay C
JAHHBIMU BU3YJTU3UPYIONIUX UCCICTOBAHUHN ISl MPUHATHS perneHus o Hanuanu HKM, ocoGenno npu
HEJOCTHKEHUH KOJIMYeCTBEHHBIX KpuTepueB HKM.

3. Tlokazana uenecooOpa3HOCTh MPUMEHEHHsS MPEIJIOKEHHONH KIMHUYECKOW KiacCu(pUKAIIH
HKM pns onpenenenust Taktuku Beaenus narueHToB ¢ HKM wmu 1T JDK.

4. IIponeMOHCTpUpPOBaHA 3HAUUMOCTh JUArHOCTHKHU COMYTCTBYIOIIETO MUOKApIUTa Y OOJBHBIX C
HKM, noka3zana 1ienecoo0pa3HOCTh MTPOBEACHHUS €0 CIEIU(DUIECKOT0 JICUSHUS.

5. TlokazaHa 3¢ (eKTUBHOCTh PAaHHETO Ha3HAYCHUS KapIUOTPONHOM Tepanuu 6o0i1pHBIM ¢ HKM ¢
Pa3TUYHBIMU UCXOJHBIMH MTOKa3aTeNsIMU cUcTonrueckoi Gpynkmmm JDK.

6. OnpezeneHpl YacToTa MPOBEECHUS U 00BEM 00cIeIoBaHus MpU HaOI0IeHnn 00sbHBIX ¢ HKM
u IIT JDK.

OcHOBHBIE 110J10:K€HHS], BHIHOCUMbIE HA 3a1UTY

1. Hexomnaktubiit Muokap (HKM) sBisieTcst KIIMHUYECKU reTepOreHHbIM CUHIpOMOM. Briieneno
6 ximHnYeckux BapuantoB HKM y B3pocibix: 6ecCHMITOMHBINA, apUTMHUYECKUN («UIAOTIATHICCKUEC)
aputmun), umemuueckuii («MbCy»), curppom JIKMII, HKM y OGOABHBIX € OCTPBIM/TIOJOCTPHIM
muokapautom, HKM B codueTanuu ¢ IpyrumMu KapAuOMUONATUSIMH.

2. HKM crneayeT UCKIIIOYaTh y BCEX OONBHBIX C «HIAUOMATHUYECCKUMU» APUTMUSIMH, CHHIPOMOM
JKMII, crenokapaueit/nadapkToM MUOKap/a MpyU HEU3MEHEHHBIX KOPOHAPHBIX apTEPHUAX, a TAKKE C
MpeIoyiaraéMbIM MHUOKapAUTOM, OCOOCHHO MpHU OTATOHIEHHOM [0 KapAUOMUONATHSIM CeMETHOM
anamue3e. Hapsay ¢ OxoKI' HeoOxoIuMo BBITIOTHEHHE KAK MHHHUMYM OJHOTO U3 BU3YaITH3UPYIOLINX
uccnenoBauuii (MCKT nin MPT ceppana ¢ B/B KOHTpacTUPOBAaHUEM).

3. TspkecTh TeueHus: 3a00eBaHUs B 3HAUUTEIHHON CTETIEHU ONpPEAENseTCs MPUHAMAIEKHOCTHIO K
onpenenéHupM  KiuHUYeckuM Bapuantam HKM (Bapmant ¢ JKMII, ¢ ocTpsIM/mogocTpbiM
MuokapauTom u npu couetanud HKM c npyrumu KMII) u Hannumem conyTCTBYIOLIET0O MUOKApAMTA.

4. Tlosbimennas tpadexyisipaocts (I1T) muokapaa obmagaer cxomusiMu ¢ HKM kimHHYECKUMEU
MIPOSIBIICHUSIMU U JOJIKHA paccMaTpuBaThCs Kak 6osee markas popma HKM.

5. Ha3znauenue xapauorponHoi Tepanuu nanueHtaM ¢ HKM paxe npu coxpannoit @B JIK u
JICYCHHE COITyTCTBYIOIIET0 MHOKApIUTa CIIOCOOCTBYIOT JJOCTOBEPHOMY YJIYUIIEHUIO COKPATUTEIbHOM
cnocodHocTH Muokapaa JIK.

Anpodaunusi paéoThI
Pe3ynbTaThl 1070°KEHB Ha KOHKYpCe MOJIONBIX YUYEHBIX 58-i1 Exxeromnoit Bcepoccuiickoil HaydyHO-
NpakTU4eckol KoH¢pepeHIMH HalMoHaIbHOTO  MEIUIIMHCKOTO — HMCCIENOBATENbCKOIO  LIEHTpa
kapauosiorun M3 P® «HoBele BbI30BBI U HOBbIE pelieHus B kapauosorun» (Mocksa, 2018 r.), Ha

Poccuiickom HarmoHaibHOM KOHTpecce kapaunosioroB (Mocksa, 2018 r.), EBpomneiickom kKoHrpecce 1mo



cepaeunoit Henocrtarounoctu (Heart Failure Congress, Adunsbi, maii 2019 1.), koarpecce Kapaunoctum
(Cankt-IlerepOypr, 2020 1.).
JIMYHBIA BKJIAJ aBTOPa

ABTOpY NpHUHA/UIEKUT BEAyIIas poOJb B BHIOOpE HANpPaBICHUS MCCIIEOBAHUS, CTATUCTHYECKOU
o0paboTke, aHanu3e W OOOOIIEHUM TMONYyYEHHBIX pe3yJibTaToB. Bkiaa aBTOpa 3akitoyaercs B
HENOCPEJICTBEHHOM yYacCTHH Ha BCEX ATarax MCCIEeIOBaHUs: OT MOCTAHOBKH 3aja4, UX TEOPETUUECKOM
U KJIIMHUYECKOW peanu3alii 10 00CYKACHUS pe3yIbTaTOB B HAYYHBIX MyOJUKaLMAX U JOKIagaxX U UX
BHEJIPCHUS B MIPAKTHKY.

BHenpenue pe3yJibTaTOB HCCJIEI0BAHUS
[Ipennoxennas knaccupuranus cuaapoma HKM BHenpena B JyiedueOHBIM M ydeOHBINH MpoIEcC
®dakyIbTETCKON TeparneBTHUeckor kinHUKU nMeHn B. H. BunorpamoBa u kadenpsl dakyabTEeTCKON
tepanuu Ne 1 Ilepsoro MI'MVY umenu 1. M. CeueHona.

CooTBeTcTBHE AUCCEPTALINM NACIIOPTY HAYYHOH CIIENUATbHOCTH
Hayunple mOMOKEHHUS OHUCCEPTAllMA  COOTBETCTBYIOT (opmyne crenuansHoctd  14.01.05 -
«kapauonorus» u 14.01.13 — «1yueBasi [uarHOCTUKA U JydeBas Tepanus». Pe3yiabTarsl IpoOBEIEHHOTO
MCCJIEJOBAHMsI COOTBETCTBYIOT ITyHKTaM 4, 7, 14 maciopTa KapAHOJIOTMH U TyHKTY 4 IacnopTa Jiy4eBon
JTUATHOCTHKY U JTy4eBOH Tepanuu.

Myoauxkanumn
I[To Teme nuccepranmuu omyOAWKOBaHO 25 HaAy4dHBIX paboT, BKIOYas 4 CTaTbu B KypHajax,
pexomenaoBanHbIx BAK Poccuiickoit denepanyu u BXoaamx B 0a3y TaHHBIX SCOpUS.

O0BbéM 1 cTpPYKTYypa AucCCePTANMHA
Jluccepranusi COCTOUT U3 BBEACHUS U 4 TJIaB, B KOTOPBIX MPEICTABIEHBI 0030p JUTEpaTyphl, MaTepral
U METOJbI, pe3yJbTaThl HCCIEAOBaHUSA, OOCYXKICHHE pPE3yJbTaTOB HCCIIEJOBAHMS W 3aKIIOYCHHUE;
BBIBOJIOB, MPAKTUYECKUX PEKOMEHAINH, OMOIrorpadueckoro cnucka u npuioxenus. [uccepramus
HalMcaHa Ha PyCCKOM si3bIke B 00bEMe 177 ctpanu, uiuttoctpuposana 41 rabnuueit, 60 pucynkamu. B

oubmorpaduu ykazan 201 uCTOUHHK TUTEpaTypPhl, U3 HUX 12 0TeuecTBEHHBIX U 189 HHOCTpaHHBIX.

MATEPHUAJI U METO/IbI UCCJIEJOBAHUA
OOcnenoBanne © JIeUEHHE MAIMEHTOB IPOBOAWIMCH B  OOJNBUIMHCTBE CIy4yacB B
KapAUOJIOTMYECKOM OTAeIeHNH PaKyIbTETCKON TepaneBTUYECKON KIMHUKY nMeHu B. H. Bunorpanosa
[Tepsoro MI'MY umenu M. M. CeuenoBa. B uccrnenoBanuu ObITH BBIICTCHBI ABE TPYIIBI OOIBHBIX —
rpynmna ¢ HekomMnakTHeIM MuokapaoMm JDK (rpymma HKM) u rpynma OGOJIBHBIX C TTOBBIIICHHOU
tpabekynspaoctbio JOK (rpynmna I1T). Kputepusamu Bkiarovenus B rpynny HKM Obutn mpusHaku
HEKOMITAKTHOTO MHOKap/a MO JaHHBIM XOTs Obl OAHOTO M3 TpEX MeTonoB uccienoBanus (OxoKI,

MCKT cepana, MPT cepana): aycnoiiabiii Muokap JIXK ¢ cOOTHOIIEHHEM TOIIIMHBI HEKOMITAKTHOTO
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cios Kk komnaktHomy 6oJiee 2 mpu OxoKI™ u 6onee 2,3 mpu MCKT/MPT cepana; cHHXpOHHOE JBHKEHUE
HEKOMIIAKTHOTO U KOMIAKTHOTO cJOE€B; BbIsiBIeHHE Ooiyee 3 Tpabekyn B JOK u Hamuune rimyOokux
MEXTPaOEKYISIPHBIX JIAKyH ¢ 3arekanueM kpoBu. B rpynmy IIT Bonumy mamueHTHl ¢ HEKOMIAKTHBIM
cioem muokapa JIK ¢ cooTHomeHreM ero ToIIIUHbI K KoMrnakTHoMy MeHee 2 (npu IxoKI') unu menee
2,3 (mpu MPT/MCKT). I'pynina I1T Gbinia HaOpaHa Jist OLIEHKH Pa3Induid B KIMHUYECKUX MPOSIBICHUSX,
B YaCTOTE HACTYIUICHHS HEOJArompHUsATHBIX UCXO0JIOB (CMEPTh, TPAHCIUIAHTAIIMS CEep/Iia) Y OOIBHBIX C
[T » HKM. KputepusiMmu uckjioueHus 06111 HenoarBepxkaeHue npu nposeaeHnnn MCKT niu MPT
HEKOMIIAaKTHOTO MHUOKapJa, BelsABIeHHOro npu OXoKI'; Bo3pact muagmie 18 sier; oTka3 manueHTa oT
y4acTHsl B UCCJIEIOBAHUH.

Kinununuyeckasi XapakTepucTUKA 00JbHBIX, BKIKYEHHBIX B Hcciaeaopanune. B rpynny HKM
Bonwio 125 manueHToB, 74 My>xuuHbl U 51 xeHnmHa, cpenauid Bo3pact 46,4 + 15,1 rona (ot 18 mo 78
net). Cpennuii cpok HabmroaeHus coctaBui 14 [4,0; 41,0] mecsnes (ot 1 mecsna go 10 ner). JluarHos
HKM nonarepxkaéa oqaum MetooM y 23,2% O00JbHBIX; IByMsi MeToaMu — y 60%; Bcemu Tpems — y
16,8% (Pucynoxk 1). Yacrota BeisiBnenuss HKM nipu mpoBeieHHH TOTO UM HHOTO METOa UCCIIEIOBAHUS
npeacrasneHa Ha Pucynke 2. B rpynmy II'T Bomu 45 naruenTtos (19 xenuH, 26 My>XK4nH), CpeIHUN
Bo3pact 44,1 £ 15,8 ner (ot 18 no 72 net). Cpenuuii cpok HabmoaeHus coctaBui 6 [2,0; 26,5] mecsiiies.
Huarno3s IIT ycranoBieH ¢ momoiibio TpEX MeTo10B uccienoBanus y 11,1%; ¢ momombto 1syx y 37,8%
(Pucynox 3). Yacrota BeisiBnienus 1T mpu mpoBeneHHH TOTO WM WHOTO MCCIICOBAHUS MPECTaBIICHA
Ha Pucynke 4. Cpennue 3x0KI™ — mapameTpbl mareHToB 00EHX IPYIIHI MpecTaBieHbl B Tabmume 1. Y
nanenToB Tpynnel [IT HabmogaroTcs Te k€ M3MEHEHHs 4To M y mauumeHToB B rpynme HKM
(yBenmuueHue NEBBIX Kamep cepaua, cHmkeHHas OB, ymepeHHas KanaHHasi perypruraius), Ho MeHee

BbIpaxkeHHbIE. CTaTUCTUYECKU JOCTOBEPHBIX PA3IMYUN MEKIY IPyNIIaMH HE BBISBJICHO.

- + A
H Ox0-KI'+MCKT M 3xo-KI+MPT m Tpu metopa = HRM HRM W BCero nccnenoBanmy

MCKT W Oxo-Kr H MPT

MPT
MCKT
IXO-KI
n=125 0 50 100 150
Pucynok 1 — Yacrora noarsepskaenus HKM Pucynok 2 — Yacrora noarsepxaeaus HKM
3xoKIT/MPT/MCKT cepnania u ux coueTaHUSIMHI Ipyd MPOBEACHHMM TOTO0 HJIM HHOIO METOAA
WCCIICIOBAHUS (ykazaHo a0COJIIOTHOE

KOJIMYECTBO MCCIICIOBAaHUI)



Tabmuua 1 — Cpennue 3xokapanorpaduyeckue napameTpsl nauenTos rpymnmnsl HKM u

rpynnsl [1T
Ixoxkapauorpapuyeckue | 'pynna HKM I'pynna IIT JdocToBepHoCcTH
napaMeTrpsnl pasjau4uii, p
KIP JIK, cm 6,1 +£0,8 6,0+1,0 0,483
KJIO JDK, mn 157,7 + 66,6 153,5 + 66,6 0,724
KCO JIK, mn 92,5161,5; 130,0] 86,0 [42,0; 120,0] 0,757
OB JIX, % 38,6 £ 14,0 43,7+ 17,8 0,092
VTI, cm 11,8 £3,7 12,3 +5,1 0,718
MIXII, mMm 10,0 [8,0; 11,0] 9,0 [8,0-11,0] 0,936
O6wém JIII, mi 93,0 [65,2;119,7] 82,5[51,0; 108,5] 0,589
O0bem I1IT, M 63,0 [47,0; 88,2] 55,0 [40,0; 69,5] 0,065
II3P ITK, cMm 2,9 [2,5; 3,4] 2,712,2; 3,2] 0,467
CIJIA, mm prT.CT. 32,5 [23,0; 44,7] 35,0 [27,0; 47,0] 0,594
MurpanbHas 1,25 [1,0; 2,0] 1,0 [0,5; 2,0] 0,733
peryprurarus
TpukycnuganbHas 1,0 [0,5; 1,25] 0,5[0; 1,0] 0,111
peryprurarus

MeTtoasb! o6caenoBanus. O6cie10BaHNe HAYMHAIIOCH ¢ OIpoca U ocMoTpa OosbHOro. JlaboparopHoe
oOcrenoBaHUE BKIIIOYATIO OOIIMNA M OMOXMMHUYECKHI aHalM3bl KPOBH, OIpeAeseHHE THPEOHIHBIX
TOPMOHOB, Koarynorpammy. [IpoBonuianch Takke aHamu3bl KPOBU Ha aHTUKapAUaIbHble aHTUTENA (AT)
u Ha JIHK xapauoTponHbIx BUpYCOB METOIOM monuMepasHoi nenHoil peakuuu (ITHP). Onpenenenue
TUTPOB AaHTUKApPAMAIBHBIX AT B CBIBOPOTKE KpPOBU BBINOJHSJIOCH METOJOM  HENPSMOTO
uMMyHoroopectieHTHoro aHanms3a B @HUII TpaHcnmaHTOIOrHH M MCKYCCTBEHHBIX OPTaHOB MMEHHU

akanemuka B. U. [llymakoBa wim nabopatopun nmmyHorucroxumun HUW nenuarpum umenu 1O. E.

BenpTumesa.
B OXoKM+MCKT m3xoKrM+MPT m Tpu metoga m HKM - HKM + M Bcero uccnegoBaHuii
MCKT B 9xoKr E MPT
MPT
MCKT
3X0-KI
0 10 20 30 40 50
Pucynoxk 3 — Yacrora noareepxkaenus [1T Pucynoxk 4 — Yacrora noareepxkaeuus [1T

3xoKI'/MPT/MCKT cepaua u uX COUCTaHUSAMU ~ TIPU  TPOBEACHHM TOTO WM HHOTO

HUCCICIOBAaHUA



CrekTp aHTUKapIUalbHBIX AT BKIOYan B ce0s AT K aHTHreHaM sJep KapAHOMHOIINTOB
(cnetmduueckniit anTuHyKIeapHbid paktop — AH®D), sunorenus (ATD), kapaunomuonutoB (ATKMILI),
rmagko myckynatypbl (ATIMK) um Bomokon mnpoBogsmieii cuctemsl (ATBIIC). KauectBennoe
OIpeZie/IeHuE T€HOMa KapAUOTPOIIHBIX BUPYCOB (repreTudeckue BUpychl U napsosupyc B19) B kposu
u/wim B muokapae meronom IIIP mpoommnocs B maGopatopun «IHK-texnomorusi», nentpe
MostekynsipHoit  muarHoctuku OI'Y IIHUUM snupemuonorum PocnorpeOnam3zopa. ['eHeTmdeckoe
KOHCYJIBTUPOBAHUE OCYIIECTBIISUIOCh BpadyaMH-T€HETHKAaMHU J1TabopaTopuu MEAUIMHCKOW T'€HETUKU
PHIIX umenn axkanemuka b. B. Ilerposckoro. IlpoBogunace JIHK-nuarnoctuka B maHenu reHOB
MYH7, MYBPC3, TPMI, TNNI3, TNNT2, ACTCI1, TAZ, ZASP (LDB3), MYL2, MYL3, DES, DSP,
TTN, LMNA, DTNA Hna mnardopme lon Torrent ¢ ucronp3oBaHHEM IaHETW OJUTONPAHMEPOB
AmpliSeq ¢ mociuenyronmM cekBeHupoBaHueM 1o Cenrepy. CTaHmapTHOE HWHCTPYMEHTAIBHOE
obcnenoanue Brirodano B cedst OKI B 12 orBenenusx, cyrounoe mouutopupoBanue IKI o Xonrepy,
TpancTopakanbHylo OxoKI. MPT cepama ¢ KOHTpacTHBIM YCHUJICHHEM TaJojiuHUeM (mpemapar
ragosuct) nposoaunack B JIPL[ Poc3npasa, HLICCX umenu A. H. bakyneBa uin MeTUIIMHCKOM LIEHTPE
MI'Y umenn M. B. Jlomonocoa. MCKT cepama ¢ B/B KOHTpacTHpOBaHHWEM OMHHIIAKOM-350
MpOBOAUIACH B OTHAENICHUU JyuyeBoW pguarHoctuku Ilepporo MI'MY umenn M. M. CeueHosna.
CrunTurpadus MHOKapa ¢ MCIHOjib30BaHHeM paauodapmipenapata (POIT) *Tc nmposomumach B
OTIENECHUHN PATUOHYKIMAHON nuarHocTuku. Koponapoanruorpadus (KAI) ¢ BHyTpuUBEHHBIM
KOHTPACTUPOBAHWEM BHM3UIIAKOM BBINOJHSIACH B OTIENeHUM aHruorpaguu. Mopdomornyeckoe
UCCJIEIOBAaHUE MHOKapJa BBIMNOJHAJIOCH C IOMOIIbIO SHIOMUOKapAUAIbHOW OHUONCHH MPaBOTro
xenynouka (OMb IDK), a Taxke mpu HCCIEIOBAaHMM SKCIUIAHTHPOBAHHOTO cepaua, Ju0o IpH
ayroncuu. OMD BblNoNHANACH NAlUEHTaM C BBICOKOBEPOSATHBIM JAMArHO30M MMOKapAuTa
(YcTaHOBIIEHHBIM Ha OCHOBAaHUHU HEWHBA3MBHOT'O aJITOPUTMa AUarHocTuky, Tabnuma 3) B ciexyronmx
ClIydasix: MpH BIEpBbIE BO3HUKIIEH cepredHoi HemocrtaTouHocTu (OB Menee 35%); mpu coderanuu
CepACYHON HEOCTATOYHOCTH C pePaKTEPHBIMHU K aHTUAPUTMUYECKOH Tepanuy HapyIeHUsIMA pUTMa
cepaua; mnpu nporpeccupytomiem TeueHun XCH, HecMoTps Ha TpoBeACHHE CTaHAAPTHOM
KapIMOTPOITHOM Tepanuu He MeHee 2 — 3 mecaleB. YacTtoTa npoBeieHUs pa3inyHbIX UCCIIEIOBAHUN B
rpynrie HKM u B rpynme 1T npencraBnena B TaGmuie 2.

MeTonunka npoBeieHus ucciaeroBanus. Hama pabora npencrasisier cob6oit HaOmonaTensHoe
IIPOCHEKTUBHOE HccienoBaHue. Cxema BBINOJIHEHUS MCCIENOBAaHUS IpelcTaBieHa Ha Pucynke 5.
BuyTpu 06eux rpymnm BblAeNeHbl ECTh KIMHUYECKUX BapHAHTOB: OECCUMIITOMHBIN; apUTMHUYECKHUIA;
nmemudeckuii; Bapuadt ¢ JIKMII; HKM/IIT y GonbHBIX C OCTPBIM/TIOAOCTPHIM MHOKApIUTOM U
HKM/IIT B coueranuu ¢ APYrUMH MEPBHUYHBIMU KapIUOMHUONATUSAMH. B Xone aHanM3a moydeHHbIX

JTaHHBIX TpoBoauiock conocrasienue rpynn HKM u IIT. Taxxe npoBoauiocs CpaBHEHHUE MTaLlUEHTOB



C MHOKapAUTOM M 06e3 MuokapauTa B rpynne HKM, a takke nanueHToB ¢ MuokapauTom B rpynine HKM
u B rpynmne IIT. ¥V dyactu manueHTOB MHUOKApAUT MOATBEPKAEH Mopdoaornyecku, y Oonbiieid yacTh
OOJBHBIX ISl €ro JUAarHOCTHUKU MCIONb30BAJICA MPEIJIOKEHHBIN paHee alfOPUTM HEWHBAa3HBHOU
JTUarHOCTHKU MuokapauTa [braarosa O.B., 2017, Tabnuna 3].

Tabmuua 2 — YactoTa nposezienus uccnenoBanuii B rpynne HKM u B rpymnme [1T

HUccaenoBanue I'pynna I'pynna
HKM T

Onpenenenne TUTPOB  aHTUKapauaidbHeIX AT B | 81,6/32,8 66,6/24,4

CBIBOPOTKE KPOBH (IIEPBUYHO/B TUHAMHUKE), %o

KauecTBeHHOE ompeneseHne TeHOMa KapAUOTPOMNHBIX | 55,2 33,3

BHUPYCOB B KPOBH U/HITU B MHOKape, %

JHK-muaranocruka HKM, % 32,8 11,1

CranpaptHas OKI', % 100 100

Cyrounoe MonutopupoBanue JKI' no Xonrepy, % 100 100

Tpancropakansaas OxoKI' (nmepsuuno/B aunamuke), % | 100/57,6 100/35,6

MCKT cepaua, % 71,2 71,1

MPT cepaua, % 48,8 42,2

Cuunrturpadus Mmuokapaa, % 21,6 8,8

KAT, % 26,4 13,3

Mopdonoruueckoe rccneaoBanne Muokapaa, % 20,8 15,5

AunzailH UCCAEAOBAHUA

KpuTepHE BRAIOUCHIA == Guomemn 7., S nimciiien
| ,
___ vmokapaa -’ T
I'pynna A KAUHIKO- "
[
il
HKM anasres C
supyce (TTITP, AT)
= anTHRApAHAsbHDIE AT, X
n=125 | e &
| DK, cyrounsi —
sounTop DKT, (0]
I axoxapanorpadis
TIra | MCKT/MPT
et | / KaHHHYECKIE A
nrT L — BapHanTL BI
. n=45 AHK-AnarsocTnra

Pucynok 5 — Cxema BbINONTHEHUS (AW3aiiH) UCCIIEIOBAHUS

Jleuenne um wmcxoabl. bonbHBIM HazHawanach craHgaptHas Ttepanus XCH, nanuenTtam c
MHUOKApIUTOM — Oa3ucHas Tepanus (IPOTUBOBHPYCHAs, UMMYHOCYIPECCHUBHAs, UX COYETaHUE).
WHTepBeHIIMOHHOE JICYCHHE BKJIIOYAIO B ceOsl BBIMONHEHHE paarodacToTHou abnamuu (PYA) mpu
yactoir MmoHOMOpdHO# KIC, ycroitunuboii KT, mepuarensuoit aputmuu (MA); nmmantanuo OKC
npu HapymeHusx mnpoBomumoctd; MKJ| nmpu Hammumu moka3zaHuid K Tpo(rIIaKTUKE BHE3AIMHON
cepaeunoit cmeptu (BCC). KonTponmbHOe o0cienoBaHue, BKIIIOYABIIEE aHaJIu3 CIEKTpa

anTukapauanbHbix AT u OxoKI', nposeneno B 50,4% cinyuaeB B rpynne HKM u B 28,8% cnyudaeB B
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rpynne IIT. KoHedHble TOYKH HMCCIeI0BAHUSI BKIOYAIU CMEPTh OT KapAUOJOTHYECKUX M HHBIX
NPUYMH U TPAHCIUIAHTALMIO CepLa.

Tabmuma 3 — Kputepun 1uarHoCTUKU MUOKapAUTa

IIpusnaku banasl

bouabmue kpurepum:
aHaMHecTHYecKass Tpuaja (CBs3b neOroTa 3a0oyieBaHUSI C TEPEHECEHHOW WHEKIuei; | 2
OCTpO€ Hayayo; JaBHOCTh 3a0ojieBaHUS MeHee | roja) WM OCTpoe Hayaio + CBS3b C
nH}peKnen

CUCTCMHBIC UMMYHHBIC IIPOABJICHUA 2

BBICOKHC TUTPBI aHTUKAPpAUAJIbHBIX aHTUTCIT 2

MaJibie KpuTEpHUH:
Bo3pact ctapiie 40 jget

OCTPOC HA4YaJI0

CBs13b 1€010Ta/000CTPEHNS] CHMITOMOB C HH(EKIHEH

TAaBHOCTH JI0 T'0J1a

AHTMHBI/ TOH3WIJIAT

MUKPOBACKYJISIPHASE CTCHOKAP WS/ UIIEMHS (MOYKET COUETAThCS C aTEPOCKICPO30M)

nerikonurtos, CPb, yBenuuenne COD, pubpunorena

BUPYCHBI '€HOM B KPOBHU

noseienne ACJIO

O6H_II/IC HMMYHHBIC U3BMCHCHHS B KPOBH;

MMOJIOKUTEIBHBIN aHAIN3 KpOBH HAa TPOIIOHUH;

narojorudeckuii Q/ kommiekcsl QS Ha DKI

aTpuoMeranus (JUisl MallueHTOB ¢ APUTMHUSIMH )

JoKajgbHbIe runokuHe3bl (9xoKI)

BBITIOT B NIEpUKap/Ie

| e [ | | [ e [ | | | [ [ | = | = | [

HapymeHus nepdy3uu (cuuHTUTpadUs)
orcpouenHoe HakoruieHue (KT/MPT).

—

[Tocne moncuéra 6amuIOB MPUMEHSUIOCH AMATHOCTHYECKOE IMPaBHIIO, B COOTBETCTBUU C KOTOPBIM
ompeensiiach BEPOSATHOCT, MHOKApANUTA y ManuenTta: 1 — 2 6amna — Huskas; 3 — 4 — cpenssis; 5 — 7—
BbICOKasI; 8 1 0oJiee — OUEeHb BBICOKAs.

MeTtoas! cTaTucTHYecKoil 00padoTku. CtaTuctudeckas o0paboTka MaTepuana MpoBOANUIACH C
nomotsio nporpamMbel IBM SPSS Statistics 23. KonndecTBeHHbIE MPU3HAKK MPU MX HOPMaJIbHOM
pacrpeieieHuH TIPENICTaBlIeHbl Kak M0 (CpemHee + OJHO CTaHJApPTHOE OTKJIOHEHHWE), B CIydae
HEHOPMAJIBHOTO — B BHJI€ MEAWaHbl C YykKa3aHuemM |-ro um 3-ro kBaptuieid. HopmanbHOCTH
pacnpeneneHus nmposepsuiachk ¢ noMmouibio Tecra Konmoroposa-CMupHOBA, TOCTOBEPHOCTh Pa3InUMil
— ¢ noMouibio kpurepueB CTbiojieHTa, MaHHa-YUTHU, YWIKOKCOHA. [[1s1 cpaBHEHUS HOMHUHAIBHBIX
JTAHHBIX HCIIOJIb30BAJIOCH MMOCTPOCHHUE TAOIUI] CONPSKEHHOCTH C OINpPENEICHUEM TOYHOTO KpUTEPHUs

Oduirepa. Pa3nuuusi CYMTAINCh CTATUCTHYECKU 3HAYMMBIMU TIpH p < 0,05. [ O1EHKH BIUSHUS TOTO
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UM HUHOTO (baKTopa Ha KIIMHUYCCKOC IIPOSABJICHUC BaGOHeBaHI/IH WK UCXOJ MPOBOIUIIUCH OIICHKA
otHocutenbHoro pucka (OP) m ROC-amamus. IlpoTrokon wuccnemoBaHus OJOOpPEH ODTHUYECKUM

komutetoM [lepsoro MI'MYVY umenu U. M. Ceuenona (Ne 11-13 ot 13.11.2013).

PE3YJIBTATHI UCCJIEAOBAHUSA

Kinnuyeckas xapakrepucruka 00jbHbIX rpynnsl HKM B conocraBiaenun ¢ rpynnoii IIT.
VY 6onpubix ¢ HKM wame BeisiBisumnch HU3kui BodbTaxk QRS B ctangaptHex oTBeneHusx (12,8% vs
2,2%, p = 0,049) u HegocTaTOYHOE HAapacTaHWE aMIUIUTYAbI 3yO1I0B R B MpaBbIX IpyAHBIX OTBEACHUIX
(32,0% vs 13,3%, p = 0,02). CpaBHEHHE OCHOBHBIX 3XOKapauorpauueckux napaMeTpoB HE BBISIBUIIO
noctoBepHbIX pasnuunii (Tabmuma 1). M3 kinHUYecKuX IposBICHUH Yaile Bcero BeiBIsINChE XCH u
JKeMyIouKkoBble HapymeHuss putMma (PucyHok 6). XCH Bcex cTaamii nMarHOCTUPOBAJIach dYamie y
6ompHBIX ¢ HKM (83,2% vs 60%, p = 0,002), Takke y HUX yamie pa3BuUBaicid WH(APKT (HEKPO3)
muokapna (16,0% vs 2,2%, p = 0,016). Ilpu ouenke orHocurensHoro pucka HKM mposBun ceds xak
daxrop pucka pazsutust XCH (OP = 1,38, 95% JAU: 1,07 — 1,78), HO He Hekpo3a muokapaa (OP = 7,2,
95% JAU: 0,99 —52,11).

OcHOBHBIE KAMHUYECKHE IIPOABACHHA

B rpymme ITT B rpynme HKM

BIIC

MuoKapaa

ma (1-3 DK) B
e

AB-Gaoxasa (mcex creneneii)

TIBAHTIT

DK XCH (1-4)

244 | 304 |
*
3 T XCH (eragmu I-111) 1

4.

%"
# - Pa3THYHA CTATHCTHYECKH IOCTOBEPHEL p MeHee 0,05,

Pucynok 6 — OcHoBHBIE KTuHNYECKHe npossieHus B rpynne HKM u B rpynne IIT

XapakTepucTHKA KIHHUYECKHX BADHAHTOB y 00JbHBIX rpynnsl HKM B conocraBiiennu ¢
rpynnoi IIT. He y Bcex 6ompabix HKM npotekan ¢ XCH, sxenyq0uykoBbIMA HApYIICHUSIMHA PUTMA U
TPOMOOSIMOOTUYECKUMH  OCJIOKHEHHUSIMH, TO3TOMY OBLJIO BBIAEICHO 6 KIMHUYECKUX BapUaHTOB
(Pucynox 7). IIpu 6eccumnromaoM Bapuante (n = 3, 2,4%) HKM BbIsSBIsUICS clydallHO ¥ HE UMEI
KJIMHUYECKUX TNposiBieHHH. B «aputmuueckom» Bapuante (n = 19, 15,2%) Hapymienus putma u
IPOBOAMMOCTH OBLIM TJaBHBIM MPOSIBJICHHEM B OTCYTCTBUE SIBHOM JUCQYHKIMHM MHOKapja.
«Mmemuyeckuit» Bapuant (n = 10, 8,0%) — kmuHnueckas kaptuna coorsercrsoBaia MbC B orcyTcTBUM
reMOJMHAMUYECKH 3HAYUMBIX [TOpaKEHUI KOPOHapHBIX apTepuil. Hanbosee yacTeiM oka3ascs BApuaHT
¢ curpomom JIKMII (n =49, 39,2%). CambiM TsixEnBIM BapranToM ObL10 BhsiBIeHHe HKM y 601bHBIX

C OCTPBIM/MOAOCTPBIM MHOKapauToM (n = 15, 12,0%), xapakTepHbIM KIMHHYECKUM MPOSBICHUEM B
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9TOW rpynne sBIseTcsl HEkpo3 Muokapaa. Ilocnepumit BapuanT — coueranue HKM c¢ apyroi,
npeumyinectBeHHo, neppuuHor KMII: runeprpoduueckoit (I'KMII), pecrpuktuBHoit (PKMII),
aputmorennor aucrutazueit IDK (AJIDK), mepBuuHO¥ MuomucTpodueit, capkougo3oM cepara,
oonesnpto lanona (n = 29, 23,2%). B rpynne IIT: 6eccumnromuo IIT mporekana y asoux (4,4%
narnuenTtos rpymmnsl [1T), ¢ aputmusimu y 13 (28,9%), moa mackoit UBC y ognoit (2,2%), ¢ cuaapoMom
JAKMIIy 20 (44,4%), c octpeiM/iogocTpbiM MuokapautoM y 5 (11,1%), y 6oabHbIX ¢ npyroit KMITIIT
BblsiBiIeHa Y 4 (8,9%). CpaBHenue otTaenbHbIX kiuHHYecKux (opm rpynnst HKM u rpynmsr TIT
MPOBEACHO JUIsi TpE€X BapuaHTOB. boibHble ¢ apurmuueckuM BapuantoM HKM ornmganuces ot
cooTBeTCTBYMOIIEH nmoarpynmnsl 6ompHBIX ¢ [IT Gonee HU3zkol @B (53,2% vs 59,7%, p = 0,050) u
OoJIbIIIel YacTOTOM BBIABICHHS HU3KOTO BoibTaxka QRS B cranmaptHeix otBeaeHusx Ha DKI (26,3%
vs 0, p = 0,053). B moarpynmax ¢ JAKMII u ¢ oCTphIM/TIOAOCTPHIM MHOKApAWTOM HE OBLIO

3a(pUKCUPOBAHO TOCTOBEPHBIX PA3IUUUN, HU CTPYKTYPHO-(QDYHKIMOHAIBHBIX, HU KIMHUYECKUX.

I'pynna HKM I'pynna IIT

B BeccMmMATOMHbIR

® "Manonatuueckie”
apuTmn
"MEC"

LRV

B OcTpeiii/nopocTpbiii
MUOKAPAMT

B Coueranue ¢ Apyrimu
KM

Pucynok 7 — Pacnipenenenue kimHndeckux BapuanTos B rpynne HKM u rpynne IIT
JHK-auarnoctuka 3aBepmieHa y 41 (32,8%) nanuenta ¢ HKM. Ilatorennsle mMyTanuu B TeHax,
accounnpoBaHHbIX ¢ pa3BuTeM HKM, 6bumu BoisiBiensl y 12 (29%), emé€ y 7 (17%) ObUTn BBISIBICHBI
BapHUaHTBhl C HEYCTaHOBJIEHHBIM KinmHHYeckuM 3HaueHneM (VUCS). Ilpu cpaBHeHMM MalUMEHTOB C
BBISIBJICHHBIMH MAaTOT€HHBIMH MyTanusMu (n = 12, 35,3%) u 6e3 Hux (n = 22, 64,7%) KOCTOBEPHBIX
paznmuunii He 0OHAPYKEHO.

Bausinue MHOKapAMTA HA KIMHUYECKYI0 KAPTHUHY. MUOKapauUT BBISBIEH y 68 MallMEeHTOB TPYIIIbI
HKM (54,4%, Pucynok 8), y 20 u3 Hux noarsepxaéH mopdonoruyecku (29,5%). AHK xapaunorponHsIx
BUPYCOB B MUoKapze ooHapyxeHa y 10 (14,7%) 6onbHbIX, B KpoBH Y 4 (5,9%). Beero mopdonoruuecku
MOJTBEPKIEHHBIN BUPYC-TTO3UTUBHBIN MHOKAapAUT BbIsiBIEH B 17,6% (n = 12); BUpyc-HEeraTuBHbIN B
10,3% (n = 7). Y octanbubix 48 (70,6% nanueHToB ¢ MUOKapAUTOM) IMAarHO3 MUOKApAUTA IOCTaBJICH
Ha OCHOBAHUHU AJITOPHUTMA HEHMHBA3UBHOM IMArHOCTHKM MuOKapauta. B Tabmuie 4 npencraBieHbl
pa3nuuus MeXy OOJBHBIMH C MUOKApIUTOM U 0e3 Hero. Y OOJBHBIX ¢ MUOKApAUTOM ObUIM OOJbIIIe
KJ1O, KCO, nmxe @B, vame ormeuanacs ®B vrke 35%. Paznuunii B wactore pazsutus XCH He ObL1O0,
HO Y OOJIBHBIX C MHOKapAUTOM BbIe ObuTH €€ ctaaus u OK; Beime 6puta yactora KT (63,2 vs 35,1%,

p=0,002, OP 1,84, 95% 11 1,24 — 2,74), neransHoro ucxoxa (22,1 vs 5,3, p=0,010), OP = 4,19, 95%
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AN: 1,27 — 13,75). YpoBeHb AT K aHTUT€HaM KapAMOMHOLIMTOB, IIAJIKOM MYCKYJATypbl, BOJIOKOH
MIPOBOJISILEN CHCTEMBI ceplla 0Ka3alcs JOCTOBEPHO BhIIIE y MALUEHTOB ¢ MUOKapaAuToM (PucyHok 9).
Cpenu nmanyeHToB ¢ BUPYC-MO3UTUBHBIM MUOKapAUTOM yMepiio 5 uenoBek (45,5%), cpeau nanueHToB
0e3 BUpycHOro reHoma B Muokapae ymepio tpoe (30,0%, p > 0,05).

= be3 mMoKapanTa
= MuoKapauT No AaHHbIM 61Moncum (BUPYC-NO3UTUBHbIN)

MwuoKapAUT No AaHHbIM 61Moncumn (BUpyc-HeraTUBHbIN)

MuoKapauT No AaHHbIM Buoncun (BUpYyChl He
nccienoBaHbl)

® MUOKapAMT NO KNUHUYECKUM AaHHbIM (BMpYC-
NO3UTUBHbIN)

Pucynok 8 — YUactora BeisiBIIeHUsI MHOKapauTa y 60iapHbIX ¢ HKM

Tabmuua 4 — CpaBHUTEBHBIN aHAIN3 TAPAMETPOB U OCHOBHBIX KOHEUHBIX TOUEK

y 6ombpHBIX ¢ HKM B coueTannu ¢ MUOKapAUTOM U 6€3 Hero

Ipu3znak HKM ¢ HKM 06e3 JdocToBepHOCTH
MHOKAPIAUTOM MHOKAPIUTA pa3zauyduii, p

Bcero GonbHbIX, % OT obmiero | 68 (54,4%) 57 (45,6%)
KOJINYECTBa OOJIBHBIX
Bospacr, ronst 42,5[34,0; 58,5] 44,0 [34,0; 63,5] 0,275
K0 JDK, ma 168,0[120,0; 202,3] | 134,5[99.8; 182,0] 0,043
KCO JIK, mn 100,0 [69,5; 137,0] | 81,0[49,0; 121,0] 0,030
®B JI)K,% 34,8+13,0 43,1+13,87 0,001
OB menee 35% 55,2 29,8 0,006
I1I1, mi 72,5 [48,8; 90,0] 54,0 [45,0; 85,5] 0,042
E/A 1,6 [1,1; 2,6] 1,310,7; 1,8] 0,046
Cragus XCH IIA [ITIA;IIB] ITA [I; ITA] 0,011
®K XCH 2,25[1,125;3,0] 2,0[1,0;3,0] 0,029
Heycr./ycr. XT, % 63,2 35,1 0,002
Nmnnantanus UK, % 37,3 21,1 0,049
CwmepTtsb, % 22,1 5,3 0,010

1:320= - H AHo

HAars

1:160— * * E ::mkl

1:80 - - I A

1:40 = b * o

* L
0 o
HKM Ges leor(apnwra HKM c MHc:Kapp,HTOM

Pucynok 9 — CriekTp TUTPOB aHTUKapIUAIBbHBIX AT Y OOJBHBIX C MUOKapAUTOM U 0€3 Hero
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CpaBHeHne nokasarteseii y 00JbHBIX 0e3 comyTcTBYIOIero muokapaura B rpynne HKM n
rpynmne IIT. bonpHble 6€3 MUOKapAWTa B IPyINax HAOMIOACHUS HE OTIMYAINCH MEXKITY COOOW HH 1O
OKT -npusnakam, Hu 1o OxoKI -mapamerpam, HU MO YacCTOTE >KEIYJIOYKOBBIX HAPYUIEHUW pUTMa U
TPOMOOIMOOTMUECKUX OCIOKHEHHH. biau3koil k 1ocroBepHOW ObUTa pasHHIIA B YacTOTE HEKPO3a
muokapa (19,3% vs 0, p = 0,056). JIums gactora paszsutus (78,9% vs 38,9%, p = 0,003) u Ts:KecTh
XCH (cragus 1IA [I; ITIA] vs 0 [0; ITIA], p=0,011; ®K o NYHA 2,0 [1,0; 3,0] vs 0 [0; 2,5] p=0,018)
ObLTH TocTOBepHO BhIe y 60mpHbIX ¢ HKM (OP = 2,03, 95% JIU 1,12 — 3,67).

BiusiHMe O0TCPOYEHHOT0 HAKONJIEHUSI KOHTPACTHOIO BelleCTBAa HA TedYeHHe W MCXOAbl B
rpynne HKM. Haxomnenue KOHTpacTHOTO mpemapara B Muokapze npu nposenennu MPT (late
gadolinium enhancement, LGE) wiim MCKT (LE) mosxeT nmpoucxoauTh B o4arax HeKpo3a, BOCIAJICHUS
nin Guodposza. Y manuertos rpymnmnsl HKM ¢ BeisiBnierasiM LGE mocToBepHO Yaiie 4em y marueHToB
6e3 npusHakoB LGE BrwisBIsiics BHYTpucepaeuHbiii Tpom603 (33,3% vs 5,6%, p < 0,05). 3HaunMpIx
pa3nuuMii B 4acTOTE HEOJIArONPHUSATHBIX MCXOJOB HE BBISBICHO. Y TMAalMEHTOB C BBISIBICHHBIM LE
craructuyecku Menbine obuta OB JIXK (32,4% vs 40,0%, p = 0,016), game Habmoganmuce ®B menee
35% (65,7% vs 33,3%, p = 0,02), KT (68,6% vs 29,6%, p = 0,004) u Hekpo3 muokapaa (17,1% vs 0, p
= 0,031), Takke CTATUCTUYECKM daIlle HaOJII0JaTach CyMMapHas KOHEYHas TO4YKa — CMepTh +
tparcmanTanms cepaua (31,4% vs 7,4%, p = 0,028), OP 4,2 (95% AU 1,0 — 17,6). YV GonbpImmHCTBA
MAlMEeHTOB JIMarHOCTUPOBAH MHOKApPJUT, IOATOMY YCTAHOBUTH NMPUUYUHY OTCPOUECHHOI'O HAKOIUICHHS
KOHTPACTHOTO BEIECTBA B KaKJOM KOHKPETHOM Cilydae (BOCHAIUTENbHBIM MpoLecC B MUOKapae WIH
caM 1o ce0e HEeKOMIAKTHBIHN CJION) 3aTPyTHUTEITBHO.

Jleuenue 0oabHbIXx HKM B conocrasiienun ¢ rpynnoii II'T. Paznuunii B yacToTe Ha3HaueHUs
IpenapaToB KapAHOTPONHOM Tepanmuu He Obuto. bombHbiM B rpynme HKM wame nHasHavanm
anTukoaryyisautel (61,3% vs 52,3%, p = 0,002). Uyrs Oosbliie TpeTd OOJBHBIX C MHUOKapIUTOM
Ha3Hayaiaach MMMYHHOCYTPECCUBHAS Tepanus (UCT) - TUIPOKCUXIIOPOXHUHOM,
METHUJIIPEAHU30JI0HOM, ero KoOMOMHanueil ¢ azarnonpuHoM. Pasnuumii B yactote HazHauenuss UCT
muokapauta B rpynne HKM u rpynne I1T we BosiBaeno (39,5% vs 36,4%, p = 0,715).

JInHaMMKa OCHOBHBIX 3XOKapauorpapuyeckux noxkasareseit y 6oabubix HKM u IIT. ¥V
o6ompabIXx ¢ HKM npu cpegnem cpoke HaGmoneHus 14 mecsneB (koHTponbHas OxoKI' BeimomHeHa
57,6% G6onbHBIM (N = 72) BBISBIEHO JOCTOBEPHOE yIyUIlIeHUE CUCTONINYECKON pyHKIMH — pupoct OB
¢ 37,4 no 41,8% (p = 0,0001) u ymensmenne K/IP JIXK ¢ 6,0 1o 5,9 cm (p = 0,021), 310 ynyumieHue
HaOmogaeTcs 3a cuér aByx moarpymnmn — nanueHTsl ¢ JJKMIT u manmueHTsl ¢ OCTPBIM M MOJ0CTPHIM
MUOKapauToM. Y Bennuenne @B y manueHToB ¢ ucXoHo Xyamen cucroandeckoit pynknueit JOK (OB
<35%) 6bu10 MOCcTOBepHBIM (26,0 £ 8,0% vs 33,1 +9,5%, p <0,001) B oTIM4HE OT GOTBHBIX C HCXOTHOM

®B Bime 35% (46,5% [40,0; 56,2] vs 48,0% [42,0; 58,01, p = 0,104, Pucysoxk 10).
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60
n=33 n=39 46,5 48,0

40 * 33,1
) I I
0
dB<35% ®B>35%

H ®Bucx. W PBok.

Pucynok 10 — Jlunamuka @B B 3aBUCUMOCTH OT CTENEHU UCXOTHON CUCTOINYECKON AUCHYHKIINH
JIK, * - ypoBenb p mensie 0,05

VBenmuuenne @B AOCTHUIIIO CTATUCTUYECKH 3HAYUMOIO YPOBHS KakK y MAIMEHTOB, NPUHUMAIOIIUX
uAII®, Tak ¥ y HE TPUHUMAIOIIUX MTPETapaThl ATOM TPYIIIHI, TAK K€, KaK M y MalMEeHTOB, TOIyYaOIIX
WK He moiydaronmx komouHaiuioo uAIID c 6era-Ab, u Tompko y 6onpHBIX 0e3 Tepanuu O6era-Ab
yBenudyeHue @B He Obu10 0CcTOBEpHBIM. AHANM3 TuHamMuku @B otnensHO 1tst TpéX yposHeit OB (OB
menee 35%, ot 35 o 45%, Boie 45%) mokasai, 4To 1octoBepHbIi npupoct OB HabmogaeTcs Tuib B
rpymre 60nbHbIX ¢ ucxoanoit ®B menee 35%. Henasnauenne 6era-Ab nanuentam ¢ @B menee 35% u
HeHazHadenne HCT B cioyyae NpUCOEIUHEHHS MUOKapAWTa AacCOLMUPYETCSl CO CTAaTUCTHYECKU
HesocToBepHbIM npupoctoM ®B B mepBom cinywae (PucyHok 11) m OTCyTCTBHEM yiIydIICHUS
CUCTOJIMYECKON (yHKIMH Muokapaa Bo BTopoM (33,3% vs 35,6%, p = 0,346, n = 13). JlocroBepHOrO
pa3IMyms HCXOJHOTO M KOHTPOJIEHOTO YPOBHSI OCHOBHBIX 3XOKapAHOrpaduyecKux mokas3areiaen cpeau
6onbHbIX Tpymmsl [IT He BIsIBICHO.

40 n= 26 n=7 n=2 =6 n=24
29 *

I 27’sl 275I
0 I II I II I

nAN® 6e3 MAMNO® beta 6e3 6eTa-Ab NAM® n 6eta-Ab
B OB ncx. ™ CDB OK

3

o

2

o

1

o

Pucynok 11 — Jlunamuka @B B 3aBUCHMOCTH OT 00BbEMa KapIUOTPOITHOM Tepanuy y MaIIeHTOB C
ucxonnoit ®B menee 35%, * - yposens p menbmie 0,01

Hcxonuplii ypoBeHb AT K BOJOKHaM TMPOBOMSIICH CHCTEMBI cepjiia ObUI JIOCTOBEPHO BBIIIES
koHTposbHOTO B Tpynne HKM (Pucynok 12) u oThnenbHO B rpymme OOJBHBIX C MHUOKapAUTOM,
nonyyaromux MCT. Taxke B 3TOMl MOArpynmne OTMEYEHO JOCTOBEPHOE CHM)KEHUE YpPOBHS AT K
KapAMOMHUOLIUTAM.

Yacrora HeOIAronpusTHBIX HcXoA0B Yy 0oubHbIX rpynnsl HKM B comocrasiieHun ¢
rpynnoii IIT. 3a Bpems Habmonenus B rpynne HKM ymepno 18 uenosek (14,4%, Pucynok 13). B

rpymre [IT ymepna ogHa 6ospHas € TSHKETBIM MTOIOCTPHIM MHOKAPAUTOM B 0XKUJJAHUN TPAHCIUIAHTAIIH
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cepaua (2,2%, Pucynok 14). Cpennuii cpok Habmoaenus B rpynne HKM u rpynme IIT paznuuancs,
MO03TOMY MbI CPABHUJIM YaCTOTy HEOJArompHsITHBIX UCXOJOB Y OOJNBHBIX CO CPOKOM HaOmioaeHus 12
MecCSIEB U MeHblIe. JJOCTOBEpHOCTh pa3Inuuii B 4aCTOTE JIETAILHOTO MCX0Ja coxpanuiach (27,3% vs
3,1%, p = 0,006), paznu4us B 4aCTOTE MPOBEACHUS TpaHcIaHTamu cepaua (9,1% vs 3,1%, p = 0,390)
U OllpaB/aHHBIX cpabareiBanuil neudpuuaropa (11,1% vs 0, p = 1,0) megoctoBepusl. 3HaueHue OP
HacTyrieHus: cmeptu B rpynne HKM no cpaBuenuto ¢ rpynmnoit I[IT (OP 6,52, 95% AU 0,89 — 47,86)
He no3BoJseT Ha3BaTh HKM ¢akropom pucka cmeptu. Hanbonbimmii mokazatens cmeptHocTH (33,3%)
Obu1 cpein 00nBHBIX ¢ coueTanrneM HKM 1 ocTpbIM/MOAOCTPEIM MHOKAaPIUTOM, 8 HAUOOJIbIIAs YacTOTa
TpaHciutanTanuu cepana (13%) u onpaBnaHHbIX cpabaTeiBaHui nedpudbpmnisTopa (24,1%) y 607abHBIX
¢ HKM B coueranuu c¢ apyrumu KMII (Tabaumna 9). CnyuaeB oOparHoro passutus HKM mpu
YIIYUIICHUH CUCTOJINYECKON (QYHKIMH MpU NTpoBeAeHUU oBTopHOH IX0KI™ He 3admKCcHpoBaHoO.

Tabmuma 9 — Yactora HeGmaronpusTHEIX CX010B y manueHToB ¢ HKM B conocraBienn ¢

rpymnmnou IIT

Hebanaronpusit- | Beero Bcero B B kaxaoM KJIMHMYECKOM BapHaHTe 10

HBIH HCXO0 B Ipynmne | rpymnmne oT1eJbHOCTH (%0 OT N B Ka’KA0M BapHaHTe)
HKM T I II I 10Y \% VI
n=125 n=45 n=3 |n=19 |In=10 |In=49 [n=15 | n=29

Cmepth oT Bcex | 14,4% 2,2% 0 0 0 12,2 33,3 24,1

npuuuH, %

Tpancmuanrauus | 5,6 4.4 0 0 0 4,1 6,7 13,0

cepaua, %

OrnpaBaaHHbIe 10,4 2,2 0 5,3 0 8,2 6,7 24,1

cpabaTbIBaHUS

negubpuisTopa,

%

[Ipumeuanue. * p=0,027, [ — 6eccumnTOMHBIN BapuaHT, Il — «apurmuyeckuit», 111 — «IBCy, IV —

JKMII, V — octpsriii/mogoctpslit MEOKapauT, VI — coueranue ¢ npyrumu KMIT

OnpaBaaHHble WOoKKU aedpubpunnaropa
8% YcnewHas TpaHcnAaHTauus

4%

PYA

MKAO/CRT-D 6e3 5%

onpaBAaHHbIX
cpabaTbiBaHui

14% 7%

C b
OTcyTcTBUE UCXOA0B 5%

U BMeLlaTeNbCTB |

OnpasgaHHble
LWOKK, CMePTb
ot XCH
2%

CmepTb nocne
TpaHcNAaHTaUuu
1%

Pucynok 13 — Mcxonbl u BMeniarenbcTBa y 6oiabHbIX rpynmsl HKM (n=125)
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m OTCyTCTBME NCXOA0B U
BMeLLATENbCTB

= MIK/CRT-D 6e3 onpaBaaHHbIX
cpabaTtbiBaHWUM
PYA, onpasgaHHble LLWOKMK
nedunbpunnatopa
UKL, 3aTem ycnewHasn
TpaHCM/IaHTauuA cepaua

= PYA

2%
2%

2% 2%
0

2

Pucynok 14 — Mcxons! 1 BMemiarenbeTBa y 60mbHbIX Tpymisl [IT (n=45)

Bausinue MHMOKapaAUTa HAa YAaCTOTY HeOJArompHUATHBLIX McX0a0B. bonbHbie rpynnel HKM c
COITYTCTBYIOIIMM MHOKAPAUTOM YMHUpPAJH Yallle, YeM NarueHTsl 6e3 Muokapauta (22,1% vs 5,3%, p =
0,010, OP 4,19 95% U1 1,27 — 13,75 (Tabnuna 10). Hanu4re comyTCTBYIOIIET0 MUOKAPIUTA SIBIISIETCS
(dakTOpOM puCKa CMEpPTH cO cpenHeil mporHocTuyeckor 3Haunmoctbio (AUC = 0,7, PucyHnok 15).
bonwsubie ¢ muokapautom B rpymnne HKM ymupamu noctoBepHo yarie OONMBHBIX C MHOKApIUTOM B
rpymme 1T (38,5% vs 5,9%, p = 0,029), vo 3nHauenne OP 5,95, 95% JIN 0,83 — 42,90 roBoput 006
OTCYTCTBHUH IMOBBIIICHUSI PUCKa CMEPTH y OOJBHBIX ¢ MHOKapauToM B rpynmne HKM no cpaBHeHHIO ©
60bpHBIME MUOKapauToM B rpynie [1T. JlocToBepHOil pa3HUIIBI B 4ACTOTE CMEPTH MEXTy OOIBHBIMH C

HKM 6e3 muokapauta u ¢ [T 6e3 MuokapuTa BEISIBICHO HE OBLIO.

Tabmuua 10 — He6naronpustasie ucxo/sl B rpynne HKM B 3aBUCUMOCTH OT HANWYHsI MUOKapAUTa

He0aaronpusTHbIM HKM p arT p
UCXO0/Q Muoxapaut+ MuoxapauTt- Muokapaut+ | Muokapamt-

Cwmepts, % 22,1 53 0,010 3,7 0 1,0

TpaucmianTtanus 8,8 1,8 0,125 3,7 5,6 1,0

cepaua, %

OnpaBiaHHbIe 44,0 15,4 0,148 20,0 0 0,417

cpabaTbIBaHUS

nepubdbpuiaropa,%

08

06

0.4

quGTBMTEﬂhHOGTb

02

0,0

/s
4 / AUC=0,669
" p=0,022
Al 7
/
7

=~ T U U U 1
00 02 04 0§ 0& 10

1 - CneunchnHHOCTE
a.

/ AUC=0,666
/ p=0141

/

qu CTEMTENIBHOCTE

00 1 T v (
00 02 04 08 08
1 - CneumndpuHOCTE

6.

1
1.0

YyBcTBUTENBHOCTE

p 4
I/

AUC=0,043
P=0,152

005 U U U U I
00 02 04 05 08 10

1 - Cneumchn4HOCTE
B.

Pucynok 15 — Pesynpratel ROC - aHanu3za uisl OLEHKHM NPOTHOCTUYECKOM 3HAUMMOCTH MHUOKapauTa
JUIsL HacTyIUIEHUS cMepTH (a), TpaHCIUIaHTauuu cepAua (0) u onpaBaaHHbix cpabatsiBanuii UK/ (B)
cpeau 6onbHbIX rpynnsl HKM. Ilpumedanue. BeiBoabl cuuTaiuch CTaTUCTUYECKU JOCTOBEPHBIMHU
npu p <0,05.
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BbIBO/IbI

1) HexommnaxkTtaeiit Muokapn (HKM) sBisieTcst KIIMHMYECKH TeTepOreHHBIM CHHIPOMOM. Bhiieneno
IIECTh KJIMHUYECKUX BapraHTOB (crieHapueB auarnoctukn) HKM y B3pocnbix: 6eccumnToMHbIi (n = 3,
2,4%), apuTMudeckuil («uauonatudeckue» aputmud, n = 19, 15,2%), nmemuyeckuit («MBC», n = 10,
8,0%), cunapom JIKMII (n =49, 39,2%), HKM y 60IBHBIX ¢ OCTPBIM/TIOJOCTPBIM MHOKApAUTOM (n =15,
12,0%), HKM B coueranuu ¢ apyrumu kapauomuonatusmu (n = 29, 23,2%). [laTorenHnsie MyTanuu B
renax MyBPC3, DSP, DES, TTN, LAMP2 BrwisiBnenst y 35,3% o0cienoBaHHBIX, HAaHOOJIEE 9acTo
(83,3%) npu coueranun HKM ¢ npyrumu kap1uoMuONaTUSIMH.

2) KnuHudeckuii BapuaHT U HATMYUE MHOKAPAUTA B 3HAYUTEIHLHOU CTENICHH OMPEEIISIOT IPOTHO3
3a0oneBanus: mpu oOmeM cpemHem cpoke HaOmoneHus 14,0 [4,0; 41,0] mecsaueB HambOombIIas
neTanbHOCTh oTMedeHa mpu HKM y G0sbHBIX ¢ OCTphIM/TIOA0CTPHIM MHOKapauToM, HKM B couetanuun
¢ apyrumu KMIT u y 6ombHbIX ¢ BapuanToM JIKMII (33,3%; 24,1% u 12,2% coOTBETCTBEHHO, pa3Iuius
HEJIOCTOBEPHBI). becCMMNTOMHBIN, apUTMUYECKUN U UILIEMUYECKUI BAPUAHTHI SIBJISTFOTCSI OTHOCUTEIBHO
OJIaronpusATHBIMU: JIETALHBIX HCXOJOB W TPAHCIUIAHTAIIMM CEpAlla B 3THX TPyNIax HE OTMEUYEHO.
O6mas neransHOCTh y 600sbHBIX ¢ HKM coctaBuna 14,4%, TpaHciaHTaIus cep/ama BImoiaHeHa 5,6%.
3) [ToBermenHas TpadekynsipHocth (I1T) muokapaa obmamaer cxoqabiMu ¢ HKM knmuHnueckumu
NPOSIBIICHUSIMU U JOJDKHA paccMaTpuBaThest kKak Oonee markas ¢opma HKM. V Gombubix ¢ IIT
BBIJICJICHBI TAKHE JK€ BapUaHTHI, Kak M y 60onbHbIX ¢ HKM — 6eccumnromustit (4,4%), apuTMu4ecKuit
(28,9%), nmemunueckuit (2,2%), cunapom JKMII (44,4%), IIT y G0nbHBIX C OCTPHIM/TIOAOCTPHIM
muokapautom (11,1%), IIT B coueranuu ¢ apyrumu kapaunomuonatusamu (8,9%). ¥ 6onpnbix ¢ I1T no
cpaBuenuto ¢ HKM nocrosepno pexe paszBuBanuch XCH (60,0% vs 83,2%, p = 0,003), nexpo3
muokapaa (2,2% vs 16,0%, p = 0,016), neranpabiii ucxon (2,2% vs 14,4%, p = 0,027). Onnako
JIOCTOBEPHOI'O TOBBIIIEHHUS] OTHOCHUTEIBHOIO pPHCKAa JIETAIBHOIO HMCXO/Ja W HEKpo3a MHOKapaa y
6onbHBIX ¢ HKM mo cpaBuenuro ¢ 6ompHbIME ¢ [1T He BoIsBiIeHO. [laToreHHBIX MyTaruil y O0IBHBIX C
[IT He BBIABIEHO, JIMILIb MyTallUs C HEYCTAaHOBJIEHHBIM KJIIMHUYECKUM 3HaueHueM B reHe MYH7 (n= 1,
2,2%). Cxomubie ¢ HKM renernueckue u maroreHeTuueckue mexanusMbl pasutus I[IT nenaror
nenecoodpasubiM BHeceHue [1T B kimaccudukammo HKM.

4) MuoxkapauT BbisiBlIeH Oosiee ueM y mosioBuHbI 60iapHEIX HKM (n = 68, 54,4%) u IIT (n = 27,
60,0%), B 18,4% u 8,9% ciy4yaeB BUPYC-IIO3UTUBHBIN IO KPOBU W/WIIM MHOKAp.Ly, €ro MPUCOCIMHEHUE
CYIIECTBEHHO YTsDKensieT TeueHue M ucxoasl HKM. V GOJpHBIX ¢ MHOKApANTOM B CpPaBHEHUH C
ocTaJIbHBIMU OblTa ocToBepHO HIKe DB (34,8 + 13,0 vs 43,1 &+ 13,9%, p = 0,001), Beime wactora XXT

(63,2% vs 35,1%, p = 0,002, OP 1,84, 95% 111 1,24 —2,74) u cmeptu (22,4% vs 5,3%, p = 0,010,
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OP = 4,19, 95% U 1,27 — 13,75). OGHapy>keHHe reHoMa KapAUOTPOIHBIX BUPYCOB B MUOKapJe Y
OOJILHBIX C MHOKapAUTOM HE OBLJIO aCCOIMHPOBAHO C JOCTOBEPHO 0oJiee BBICOKOW JIETATBHOCTHIO,
gacrtotor XCH, XXT.
5) VY 60npabIX HKM € OTCpOUeHHBIM HAKOIJICHHEM KOHTPAaCTHOTO Ipernapara B MUOKapJe Ipu
MCKT nocrosepHo Huxe Obuta @B JDK, vame nabmonanucs KT u Hekpo3 Muokapaa. Y O0JbHBIX €
HKM u ¢ OTCpOYEeHHBIM HAKOIUJIEHHEM TaaoiuHus B Muokapae npu MPT wamie BbIsSBISLICS
BHyTpHUCEpIeUHbIH TpoMO03. OHAKO HE BBIABIECHO CBSI3M OTCPOUYEHHOI'O HAKOIUIEHHUSI KOHTPACTHOIO
npermapata B wmuokapae (npu mnpoBeaeanun MPT wmm MCKT) ¢ yBenudyeHWeM 4YacTOTHI
HeOJIaronpHusATHRIX KCX0/0B y nanuenToB ¢ HKM.
6) [Ipu HanUYUU COMYTCTBYIOIIETO MUOKApIUTa UMMYHOCYTIPECCUBHAS Teparusi BHOCUT OCHOBHOI
BKJIaJl B YJYYIICHHE CUCTOJIWYecKOoW (GyHKumu muokapnaa: B rpymnmne MCT ormeueHo mocrtoBepHOE
Bospacranue OB (c 34,2 £ 13,4 n0 39,6% £+ 12,0, p= 0,007, n = 32), B To Bpemsi kak B orcyrcTBue UCT
JOCTOBEpHOU AuHAMUKH He ObUI0 (33,3 £ 12,6 vs 35,6 = 13,5%, p = 0,346, n = 13).
7) [Tpu moBTopHoit Dx0oKI' B cpemnem uepe3 24 [12,0; 47,0] mecsua y GombHbix ¢ HKM B
kinHnYecknx Bapuantax ¢ JIKMII (n = 26) u ocTpbIM/IIOIOCTPBIM MHUOKApJIUTOM (N = §) OTMEUCHBI
nocroBepHoe yBennueHue @B u ymenbmenue K/IP JDK. B nmoarpynnax ¢ apuTMu4ecKuM BapuaHTOM
(n=10) u B coueranuu ¢ npyrumu KMII (n = 19) ormeuen npupoct @B, He TOCTUTTIHI CTaTHCTUYECKOM
JOCTOBEPHOCTH. Y HEMHOTOYHCIICHHBIX MAIIMEHTOB C OECCUMITOMHBIM (n = 3) M HIIEMHUYECKUM
Bapuantamu ypenuueHus @B JDK (n = 6) ve ormedeHo. C nmoctoBepHbIM mpupoctoM PB Takxke
aCCOLIMMPOBANIUCh €€ HCXOJHOe 3HaueHue He Oonee 35% u Ha3zHaueHue [-agpeHOoOI0KAaTOpOB. Y
oompHBIX ¢ IIT mpu cpemnem cpoke Habmopenust 6,0 [2,0; 26,5] mocToBepHOW TUHAMHUKH STHX
I0Ka3aTeJIe HE BBISBIICHO.
8) CnydaeB o6patHoro pa3sutuss HKM mipu ynydineHnu cCUCTONMYECKOW (PYHKITUN, B TOM YHUCIIE Y
OOJILHBIX C MHOKapIUTOM, HE OTMEUEHO, YTO, HE3aBHUCHUMO OT BBISIBICHUS MYTallUH, MOATBEPKIAACT
nepsuuHyto npupory HKM.

MNPAKTUYECKHUE PEKOMEH/JIAIIUHN
1) HKM wMoxeT ObITh BBISIBJICH Yy TalMeHTa JI000TO BO3pacTa Kak C COMYTCTBYIOIIMMH
3a00JIeBaHUsMU Cepilla, TaK M B H30JIMPOBaHHOM Buje. Ilpu BBISBICHMM HEKOMMIAKTHOTO CJOs
muokapna npu OxoKI[T HeoOxomuMo mpoBecTH eme Kak MHHHUMYM OJIHO TOATBEPIKIArOIIEe
uccnenoBanne — MPT wmium MCKT cepaua. Bemmonnenne MCKT nenecooOpazHo y OONBHBIX €
cunapomMoM JIKMII u umeMHuecKMMH CHUMIOTOMaMHU i1 OJHOBPEMEHHOM OIIEHKH KOPOHAPHBIX
aptepuii, MPT Gosiee nHopmMaTuBHA NMPU MOJAO3PEHUN HA COMYTCTBYIOIIMN MHOKAPANUT; UJI€aTbHBIM

SIBJISIETCS BEITIOJIHEHNE 000X I/ICCJIG,Z[OBaHI/II‘/JI.

20



2) Bcem OO0JIBHBEIM c «UIUONATHYECKUMU) APUTMHUAMU, CHHJIPOMOM JIKMII,
CTEHOKapAueil/MHpapkTOM MHOKapAa NpH HEU3MEHEHHBIX KOPOHAPHBIX apTepusix, a Takke C
npejnoiaraeMbiM MuokapauToM nociie OxoKI nerecooOpa3Ho BBIONHEHNE KAK MUHUMYM OJIHOTO U3
Busyanmsupytommx uccrnegopanuii (MCKT wmu MPT cepama ¢ B/B KOHTpaCTHPOBAHUEM) IS
UCKITIOYCHHS] HEKOMITAKTHOTO MHUOKap/1a, 0OCOOEHHO MPH OTATOIICHHOM CEMEHHOM aHaMHE3e.

3) [lenecooOpa3HO ¢ TOYKH 3pEHUS OIPEACIICHHs MPOrHO3a MPUMEHEHUE MPETOKEHHON
knnandeckor knaccudukanun HKM u [1T: Beigenenne B tuarao3e 6€CCUMITOMHOTO, apUTMHUYECKOTO,
UIIEMUYECKOro BapuaHToB, peHoruna JKMII, HKM B coueTanuu ¢ oCTpbIM/IIOJOCTPBIM MHOKAPIUTOM
W/WIM IpYTUMH Kapauomuomnatusmu. [locrneanue Tpu BapuaHTa JODKHBI PacCMaTPHUBATHCS Kak
MPOrHOCTUYECKH HauMeHee 0JaronpusaTHbIE, YTO TPeOyeT CBOEBPEMEHHOTO OMpeIeIeHUs TOKa3aHUN K
XUPYpPrU4ecKuM  MeTojaM  JedeHuss  (MMIUIAHTalud  KapJuOBEpPTEpOB-AePpHOPHILISTOPOB,
TpaHCIUIAaHTAI[MHU CEP/IIa).

4) Bcem 6onpHBIM ¢ ararHo3oM HKM nomkHO MpoBOIUTHCS 00CIIeIOBaHKE, HANIPABIECHHOE Ha
UCKIIIOUEHHE MHUOKapauTa (KIMHUKO-aHaMHecTH4ecKkas Tpuaaa, onpenenenue JJHK xapamorpomHbix
BUPYCOB M aHTUKApIUAIbHBIX aHTUTEN B KPOBH, OLIEHKA OTCPOUYEHHOTO HAKOIUIEHUS KOHTPACTHOIO
npenapara B muokape mpu MPT/MCKT, BeimoTa B ojocTu epukap/a u mp.), 0COOCHHO MPHU OCTPOM
MOSIBJICHUH CUMIITOMOB, TSDKEIIOM TEUCHHH, HAJMUWU yCTOMYMBBIX K JICUCHUIO HApYIICHUN puUTMa (B
nepsyto odepens JKT) u cuctonmueckoit auchynxmn JDK.

5) Bricokas BepoATHOCTh MHOKapIUTa WK HEOOXOIUMOCTh €ro UCKIIOUEHHUS epe]] MPUHATHEM
pelieHus O BHITTOJTHEHUH TPaHCIUTaHTauK cepana (y 60bHBIX ¢ cuHapoMoM JIKMIT, nakypabenbHbIMH
KEITYAOYKOBBIMUA APUTMUSIMU) SIBJISIETCS MIOKA3aHHEM K TTPOBEJCHUIO OMOIICHY MUOKap/ia y OOIBHBIX C
HKM.

6) HeoOxomumo cTpemMuThcss K HamOoJiee paHHEMY HA3HAYEHUIO KapJIUOTPOITHON Tepanuu
(komOuHaIuu P-agpeHoOI0kaTOpoB W MHTHOUTOpPOB AIID) KakmoMy MamueHTy € JAOCTOBEPHBIM
muarHozoM HKM, ocobGeHHO mnpu Hanuuuu mnpu3HakoB cuctoianyeckord auchynkmuu JDK. Ilpu
coxpanHoit ¢yHkuu JDK u OTCYTCTBMM CHMITOMOB BO3MOXHO PAacCMOTPETh HE0OXOIUMOCTH
MOHOTepanuu B-aapeHobsiokaropamu, npu pa3Bépayroit XCH mpenapaTsl HazHAYaArOTCSA MO OOITUM
npuHnunam jgedenust XCH.

7) Beem 60npabIM ¢ HKM HeoOxonumo HabmoneHue ¢ nposeaeHueM DxoKI' B nuHamuke He
pexe OJTHOTO pa3a B IoJl WU IPH YXYILIEHUU COCTOSHHUSL.

8) [Ipyn BBISIBIEHWM TIOBBIIMICHHOW TPaOCKYJSIPHOCTH, HE JOCTUTAIONIEH KOJIMYECTBEHHBIX
kputepueB HKM, HO B coueTaHny ¢ HATMYMEM CHIKEHUS CHUCTOIMYECKOU (DYHKIMK/ TUIATAIlN KaMep

cepana, apuTMui/ TPOMOOIMOOIUYECKUX OCIOXKHEHHM HEOOXOAMMO PACICHHBATH COCTOSIHHE KaK
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Msrkyio ¢Gopmy HKM 1 HampaBiaTh manueHTa Ha TEHETHYECKYIO KOHCYJIBTAIMIO C IENbI0 PEIICHUS
Bompoca o Heooxonumoctu JIHK-muarnoctuku, kak u B cirydae passépayroro HKM.
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