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BBEJIEHUE

Axmyanvsnocms uccnedoganus. C Havyana aKTUBHOTO HW3YYEHHUS SBJICHUS W30BITOUYHON
TpabexysipHocTr Muokapaa JIK mpomio ayte 60mbime 30 set [58, 92, 148], 1 10 cux 1mop HET €TUHOTO
MHEHHSI O TOM, YeM SBJISETCS HEKOMITAKTHBIN Muokapn jeBoro skemyaouka (HKM JIK). CormacuHo
onHoit u3 knaccudukanuii kapauomuonaruii (KMIT) [43], HKM JIJK — reneTudecku reTeporeHHas
NepBUYHAs KapJUOMMONATHs, KOTOpas XapaKTEpHU3yeTCs MHTEHCHUBHO Pa3BUTBIMU JKEITYyJAOYKOBBIMU
TpabeKyiaaMu B COUETaHUU C INTyOOKHMHU, BHICTIIAHHBIMH YHI0KAPI0M MEXTPaOeKyIIpHbIMU JJAKyHAMH,
HE CBSI3aHHBIMU C KOPOHApHBIM KPOBOTOKOM M IpeIpacrojiaralouiumMu Kk oOpa3zoBaHuio TpomOoB. B
CBSI3U C JAHHBIMHU 00 yBeIn4MBaromieiics yacrote BoisiBieHus npusnako HKM JIK (¢ 0,014% B nepBbIx
uccienoanmsix [120] mo 43% [191]) crano HakamuBaThCst BCE OOJIBIIE BOMIPOCOB O CAMOM CYIIHOCTH
HKM JIK (sBasiercst mu oH otaensHoi KMII wnm pa3BuBaeTcsi BTOPHYHO B OTBET HA Pa3IMYHBIC
(bU3HOTIOTHYECKHIE/TTATOJIOTHYECKUE TPOIECCh), TAKTUKE BEACHUS M CTpaTHU(UKAIIUU PUCKA Y TaKUX
HAIMEHTOB.

HKM Bcrpeuaercss Kak y JeTedd, TaK W y B3pOCIBIX, MOXET OBITh W30JMPOBAHHBIM JHOO
coueTaThCcsl C OPYTMMH BpOXKIACHHBbIMU 3a0oneBaHusmu cepina u apyrumu KMII u otnuvaercs
BBIPQKCHHBIM ~KJIMHUYECKUM TOIUMOPPU3MOM. YUWTHIBas HEONpeAeNEHHOCTh B OTHOUIEHUU
HO30JIOTUYECKOW CYIIHOCTHM M BO3MOXXHYIO STHOJOTMYECKYIO T€TEPOr€HHOCTb, ONTHUMAJIbHBIM Ha
JaHHBIA MOMEHT TepMuHOM s oOo3HaueHus HKM JDK, Ha Hamr B3rJIsA, SBISETCS CHHIPOM.
Kmuanueckass kaptura cuaapoma HKM  momumopdra, oT OeCCHMOTOMHOTO TEYEHHUS 10
«KJIACCUYECKOI» TpHaJIbl, BKIIOUYAIONIECH B ceOsi XPOHMYECKYIO cepaeuHyio HemoctaTouHocTh (XCH),
HapylmieHus pUTMa U TpomOo3MOoinueckue ocioxkHeHus. bompmmHcTBo onucanuit HKM
NPECTaBICHO eIMHUYHBIMU CIIyYasiMU, KOTOPTHbIE HAOJIOJCHHS C OLIEHKON COCTOSIHUS B JMHAMUKE
HEMHOTOYHCIIeHHBI. He ycTaHoBIIEHO 3HaUeHUE TeHETHUECKOM qruarHocThky B Bepudukauuu HKM, ne
U3Y4YEeHbl OCOOEHHOCTH TEYEHHS W HUCXOAbl MPU Pa3IUYHBIX KiIMHUYeckuX BapuaHtax HKM (mpum
n3zonupoBaHHoM xapaktepe HKM wunm ero pazsutuu Ha poHe Ipyrux KapAHMOMHOIIATHN, BPOKIAEHHBIX
MOPOKOB cepama, umemudeckoil Oonesnn cepaua (MBC). IlpakTudecku OTCYTCTBYIOT OIHMCAHUS
coyeranuii Muokapauta u cuaapoma HKM — He pazpaborana quarHoctuka Muokapaurta Ha pone HKM,
HE U3YYEHbI 0COOCHHOCTH CIEKTPa aHTUKAPIUAIbHBIX aHTUTEN Y 00JIbHBIX ¢ u3onupoBaHHbIM HKM n
COYETaHHBIM MUOKAPJIUTOM, HE YCTAHOBIICHO BIUAHUE MHOKapauTa Ha mporao3 HKM. B eguHuuHbIX
pabotax ob6cyxnatoTcst runore3a BTopuuHoro mnpoucxoxaeHuss HKM y OONbHBIX C BBIPaXKEHHOM
cucronnyeckoi auchynknuer JOK 1 BO3BMOXKHOCTh €ro 00paTHOTO pa3BUTHS B PE3yJbTaTe JICUCHUS

[174], [55]. He sicHO 3HaueHne MOTPaHUYHOTO TOBBIMIEHUs TpadbeKkysipaoctu JIK.



lleflb UCCNe006aHUA: HU3YYUTh KIWMHUYCCKHUC BAPUAHTBI W BO3MOXHOCTH KOMILJIEKCHOM

(MHCTPYMEHTAJIbHOM, T'€HETHYECKOH, MOp(hOIOrHdecKoil, 1abopaTOpHOIl) MUArHOCTUKU CHHIpOMA

HKM JIXX y B3pocibix, 0cCOOCHHOCTH TEUEHHUS U UCXOIbI.

1)

2)

3)

4)

5)

1

2)

3)

4)

3aoauu uccneoosanusn:

N3yunts knmuHnueckue BapuanTsl cunapoma HKM JDK y B3pocibix B 3aBUCUMOCTH OT BEAYLIUX
KJIMHUYECKHUX MPOSIBICHUH U HAJTMYUS COMYTCTBYIONINX 3a00JI€BaHUi cepaLa.

Ouenutps vactoty BbIsiBIieHHMsT HKM ¢ moMonipio pa3inyHbIX BU3YAIU3UPYIOIIUX METOAUK -
sxokapauorpaduu (OxoKI'), mympTUcnUpanbHOW KommbloTepHOW Tomorpadhun (MCKT),
MarHuTHO-pe3oHaHcHoW ToMmorpadpuu (MPT) cepama, OIEHMTh BIMSHHUE OTCPOYEHHOTO
HAKOIUIEHHs KOHTPAaCTHOro Inpenapara B Muokapae Ha Teuenne HKM, a Taxke u3yduTh
BO3MOKHOCTH T€HETHUECKOW TMarHOCTHKY B Bepudukanuu quaraoza HKM.

N3yunTh BO3MOXHOCTH coueTaHus cuHapoma HKM wu Muokapauta ¢ OpUMEHEHUEM
MOP(OJIOTHUECKOTO MCCIeIOBAHUS CEP/ILla, 0COOCHHOCTH CIEKTPa aHTUKAPIUATIBHBIX aHTUTEI
y 3TUX OOJIbHBIX B CPAaBHEHUU C W30JIMpOBaHHBIM BapuantoM HKM u rpynmoii I1T.

N3yunth 0COOEHHOCTH TE€UEHHSI, CKOPOCTh MPOIPECCUPOBAHUS CUMIITOMOB, YacTOTY Pa3BUTHUS
HEONMAronpusATHBIX MCXOJOB Yy TMAIMEHTOB C PA3JIMYHBIMU KIMHUYECKUMH BapUaHTaMU
cugapoma HKM neBoro xemynouka, B TOM YHCJIE IPU €r0 COYETAHMM C MHOKApAUTOM, U
YTOUYHUTH KIMHUYECKYIO Kinaccudukaiuio cuaapoma HKM y B3pocibix.

Ouennuth 3¢(HEKTUBHOCTh KOMIUIEKCHOTO JeueHus: cuaapoma HKM (tepanus XCH, neuenue
COMYTCTBYIOIIETO MHOKAapJuTa, HWMIUIAHTAlUA PECUHXPOHU3UPYIOIIUX  YCTPOICTB) U

paspaboTaTh peKOMEHAANH 10 HaOMroAeHnI0 00mbHBIX ¢ HKM.

Haytma;z HOBU3HA UCCTIC008AHUA:

Brnepsrie B Poccun mpoBoauTCs MPOCIIEKTUBHOE KOTOPTHOE HCCIENOBaHUE OOJBIIOTO YHcia
6osbHBIX ¢ HKM 1 moBsimenHoi tpadbekymnsproctbio (IIT) JDK ¢ BeigeneHneM KIMHUYECKUX
BapuaHTOB. JlomoHeHa nepBasi poccuiickas kinaccudukanus cuaapoma HKM JDK.

BriepBrie n3ydeHbl 0cOOEHHOCTH TeUeHus 1 ucxo10B y 60ibpHbIX ¢ HKM JIXK B 3aBucMMOCTH OT
KJIMHUYECKOI0 BapMaHTa U HAJIMYUS COIYTCTBYIOLIETO MUOKapAUTA.

BrniepBrie mpousBeieHO CpaBHEHHE OCOOCHHOCTEH KIMHUYECKOW KapTHHBI, pe3ynbpratoB JIHK-
JTUAarHOCTHKHU U Ucxo10B Mexay 6onbHbIMUA ¢ HKM 1 ¢ TIT JIXK, koTopoe mo3Boauiao yTouHUTh
IpUpPOAY U KIMHU4YecKoe 3HayeHue [1T.

Bnepsbie n3ydeHa BO3MOKHOCTh coueTanusi cuHapomMa HKM u muokapaura ¢ mpumMeHeHHEM
MOP(}OIOrHUECKOT0 UCCIeI0BaHUs CepAlla, OCOOCHHOCTH CIEKTpa aHTHUKapAUaIbHBIX aHTUTEN

y 60apHBIX ¢ HKM 1 MuOKapauToM B CpaBHEHHH C M30JMPOBaHHBIM BapuanToM HKM.



5)

1)

2)

3)

4)

5)

6)

1)

2)

3)

4)

BnepBeie mpOJIEMOHCTPUPOBAHO TIOJIOKUTEIIBHOE BIMSHUE HAa3HAYEHUS KapAHOTPOIMHOU
tepanuu 601pHBIM ¢ HKM Ha nporxos, goka3aHa 11e51ecoo0pa3HoCTh JI€YSHHS COIY TCTBYIOIIETO
MUOKApIUTA.

Ilpakmuueckaa 3HAUUMOCHb UCCE006AHUA:

OmnpeneneHbl KIMHUYECKHE TPYNIbl OONBHBIX, KOTOPBIM LIEIECOOOpa3HO MpPOBEIEHHUE
o0cieoBaHMsl, HaNpaBJiIeHHOe Ha HckiodeHne HKM.

[Tokazana HEOOXOIUMOCTh y4E€Ta KIMHUYECKOW KapTUHBI M CEMEWHOrO0 aHaMHEe3a Hapsay C
JAHHBIMM BHU3YAJIU3UPYIONIUX HUCCICAOBAHUN Il NMpUHATUA pemieHuss o Hammuun HKM,
0CcO0EHHO TPU HETOCTHKEHUH KOJIMUECTBEHHBIX KpuTeprueB HKM.

[Tokazana 1enecoo0pa3HOCTh MPUMEHEHHUS MPEATOKEHHOW KIMHUYECKOW KiaccuuKamm
HKM nns onpenenenus Taktuku BeaeHus nanueHToB ¢ HKM unu IIT JDK u ux nporuosa.
[IponemMoHCTpHpOBaHa 3HAUMMOCTh JUArHOCTUKHU COMYTCTBYIOIIETO MUOKApIUTa Y OOJBHBIX C
HKM, noxka3zaHa 11ei1ecoo0pa3HOCTh IPOBEICHHS €ro Cenn()hUIECcKOro JIeUeHusI.

[Toxa3zana 3 PpeKTUBHOCTh paHHET0 Ha3HAUYEHUs KapAUOTpoIHOU Tepanuu 0oiapHBIM ¢ HKM c
Pa3IMYHBIMHU UCXOTHBIMH TOKa3aTesIMU cucTtonrndeckort pynkun JDK.

OmnpeneneHbl 4acToTa MpOBEICHUs 1 00bEM 00CIe1oBanus pu HaOmoaeHur 00apHbIX ¢ HKM,
a taxxke [IT JDK, B ToM yucne nokaszana menecoodpaznoctsh JJHK-muarHocTuku He TOTBKO TIpH
HKM, no u npu IIT.

OcHogHble nonodCceHUA, 6LIHOCUMDbLE HA 3AUAUMY:

Hexomnaxktaeiit Mmuokapa (HKM) siBiisieTcst KIIMHMYECKH TeTEpPOreHHBIM CHHIPOMOM. Bhiieneno
6 ximHudeckux BapuantoB HKM y  B3pocnbix: O€CCUMNTOMHBIN, apUTMHUYECKUI
(«mamomnatudeckue» apurmun), umemudeckuii («MbCy»), cunapom IKMII, HKM y GosbHBIX ¢
OCTPBIM/TIOAOCTPBIM MHOKapauTOM, HKM B coueTanuu ¢ APyruMu KapAHOMHUOTIATHUSIMHU.

HKM cnenyer uckitouaTh y BceX OONBHBIX C «MAUOMNATHUECKUMU» aPUTMUSIMU, CUHIPOMOM
nunatarmonHor  kapauomuonatuu  (JAKMII), creHokapameit/mHpapkToM MHOKapaa TpH
HEU3MEHEHHBIX KOPOHAPHBIX apTEePHUsIX, a TAKXKE C MPEANOIaraeMbiM MHOKAPIUTOM, OCOOESHHO
IIPU OTSTOLIEHHOM I10 KapIUOMHUOMATUsAM ceMeitHoM anamuese. Hapsay ¢ 9xoKI™ Heobxoamumo
BBITIOJITHCHUE KaK MHUHHMYM OJHOTO M3 Bu3yammsupyommx uccienoBanuii (MCKT win MPT
cep/la ¢ B/B KOHTPACTUPOBAHHUEM).

[Tporuo3 3abosieBaHMs B 3HAUUTEIILHON CTETIEHH ONpeeNsIeTcsl KimHu4eckuM Bapuantom HKM
Y HaJIMYMEM COITYTCTBYIOILETO MUOKAPIUTA.

[ToBermennas TpadekynsipHocth (I1T) muokapaa obmamaer cxoqabimu ¢ HKM knmuHnueckumu

MPOSIBJICHUSIMU U JIOJDKHA paccMaTpuUBaThCs Kak Oosee msrkas popma HKM.



5) Hasnauenue kapauorponHoi tepanuu nanueHtam ¢ HKM naxe npu coxpannoit @B JIK u
JIeYEHHE COIMYTCTBYIOIIETO MHOKapJAWTa CIOCOOCTBYIOT — JTOCTOBEPHOMY  YIIYUIICHHUIO
COKpaTUTENIbHOU criocoOHOCTH MUuoKapaa JIK.

Anpobayusa pabomer:
Pe3ynbTarsl AMCCEPTALIMOHHOTO HCCIAEAOBAHUS JIOJOXKEHBI HAa KOHKYpPCE MOJOJBIX YUEHBIX S8i
Esxeronnoit Beepoccuiickoit HaydHO-IpakTHYEeCKOM KoH(epeHIMH HanroHambHOrO METUIIMHCKOTO
HcCleIoBaTeNIbcKoro I1eHTtpa kapauonorun M3 P® «HoBble BBI30BBI W HOBBIE PEIICHUS B
kapauosiorun» (Mocksa, 2018 r.), Ha PoccuiickoM HallmoOHAIBHOM KOHTpecce KapauojoroB (MockBsa,
2018 r.), EBpomneiickom koHrpecce 1o cepaeunoit Henocrarounoctu (Heart Failure Congress, AduHsI,
mait 2019 r.), konrpecce Kapauoctum (Cankt-Ilerepoypr, 2020 r.).

Jluunwiii 6kn1a0 aemopa

ABTOpY TNpUHAANEKUT BeAyllas pojb B BbIOOpe HAMpaBiICHUs HCCIEIOBaHUS, CTaTHCTUYECKOM
00paboTke, aHaJIn3€e 1 0000IIEHIH MTOTYYEHHBIX Pe3yIbTaToB. BKiax aBTopa sSBiIsieTCs: OnpeAesIoIuM
Y 3aKJIF0YAETCs B HEITOCPEICTBEHHOM YYacTUH Ha BCEX ATalax MCCIEN0BaHUsA: OT IOCTAaHOBKY 3a/1a4, UX
TEOPETUUECKON U KIIMHUYECKOW peanu3aiu 10 00CyXIeHUsl pe3ybTaTOB B HAYUHBIX MyOJUKALUAX U
JIOKJIaJaX U UX BHEAPEHHUS B IIPAKTHUKY.

Bueopenue pesynomamog uccinedosanus
[Ipennoxennas knaccudukanuss cuaapoma HKM BHenpena B neueOHBIH M y4eOHBIN Mporiecc
®dakyIbTETCKOW TepamneBTUYeCKoW KiIMHMKUM uMeHu B.H. BunorpagoBa m xadenpsr daxynbTeTcKOi
tepanuu Ne 1 Ilepporo MI'MY umenu .M. Ceuenosa.

Coomeemcmeue ouccepmayuu nAcnopmy HAy4YHoU CReYUAIbHOCIU
Hayunple TOJOXKEHHsS OUCCEPTALlMM COOTBETCTBYIOT (Qopmyne cnenmaibHoctn 14.01.05 -
«xapauosiorus» u 14.01.13 — «iryueBast TMarHOCTHKA U JIydeBas Tepanus». Pe3yapTaTsl IpOBEJEHHOIO
UCCJIEIOBAHMSI COOTBETCTBYIOT OOJACTH MCCIEAOBAaHUS CHEIUAIBHOCTH, KOHKPETHO — ITYHKTaM
nacrnopra kapauosioruu 4, 7, 14.

Ilyonukayuu
ITo Teme nuccepranuu OmyOIMKOBaHO 25 HaAy4yHBIX paboOT, BKIOYas 4 CTaTbu B JKypHalax,
pexomenioBanHbIX BAK Poccuiickoit denepanmu.

00vém u cmpykmypa ouccepmauyuu
Juccepraius COCTOUT U3 BBEACHUS, 4 TJ1aB, B KOTOPBIX IPEACTABICHbI 0030p JTUTEPaTyphl, MaTepHAaIIbI
U METOJbl, PE3yJlbTaThl MCCIENOBaHUS, OOCYXKAEHUE PE3yJbTATOB HCCIECIOBAHMS M 3aKIIOUYCHUS;
BBIBOJIOB, IPAKTHUECKUX PEKOMEHIaui, oubarorpaduyeckoro cnucka u npuioxenus. Juccepranus
HaIlMCaHa Ha PYCCKOM s3bIKe B 00bEMe 177 cTpanutl, wiutroctpupoBana 41 tadbmmmeit, 60 pucynkamu. B

oubmmorpaduu ykazan 201 UCTOYHHMK JTUTEPATYphl, U3 HUX 12 OTeuecTBEHHBIX U 189 HHOCTpaHHBIX.



I'JIABA 1. OB30P JIMTEPATYPbI

1.1. Omnpenaenenne U SNUAEMHUOJIOTHA HEKOMIIAKTHOT0 MHOKAP/a JIEBOI0 KeJTy104Ka

HexommakTHbrit Muokapa seoro skenynodka (HKM JIDK) nmpomomkaer octaBaTbesi mpeIMeToM
MHOTOUYHCJIEHHBIX JUCKYCCUN B MEXTYHAPOIHOM KapIUOJIOTHYECKOM COOOIIECTBE, CYIIIECTBYET MHOT'O
paszHoriacuil no nosoxy camoi cymuoctd HKM, nuarHoctuueckux KpUTEpUEB U €r0 KIMHUYECKHUX
nposieinenuii. B 2006 r. HKM JDK Obi1 oTHecéH AMEpHKaHCKOW KapIMOJOTHYECKOW accoluanueit
(AHA) x mepBuunbM TeHeTHueckuM Kapauomuomnatusm (KMIT) [43], a B 2008 r. EBpomeiickoe
00111eCTBO KapIMOJIOTOB, HE 3aHUMas YETKOW NMO3UIMK B oTHOIIeHUH Tipupoasl HKM, o603nauunso ero
Kak Heknaccupunupyemyro KMII [36].

B Hacrosmiee Bpems HEKOMIIAKTHBIH («ryOuaTbhlil) MHOKapA CUYMTACTCS TI'E€HETHYECKH
rereporeHHoi neppuuHoii KMII, koTopast XapakTepusyeTcsi UHTEHCUBHO Pa3BUTHIMU KETyJOUYKOBBIMU
TpaOeKyaaMH B COYETaHUH C TTyOOKUMU BBICTIIAHHBIMH SHIOKAPIOM MEXTPaOEKyJIIPHBIMU JIAKYHAMH,
HE CBS3aHHBIMH C KOPOHApHBIM KPOBOTOKOM U IpepacIoiaralonMMu K o0pa3oBaHuio TpomMOoB [2].
MHorue aBTOpHI 3a1al0TCSI BOIIPOCOM, MOXHO JIM CUUTATh JAHHYI0 OCOOCHHOCTh CTPOEHHSI MHOKap/a
KMII, ocHOBBIBasCh TOJBKO JIMIIIb HA JAHHBIX BU3yalu3auuu cepaua [105], npuHuMas BO BHUMaHUE
OTAEJBHBIE CBEJICHUS O BRICOKOM pacrpocTpaHnéHHocTH HKM cpeau 310poBhIX T10/1€#1 — CHOPTCMEHOB,
OEepeMEHHBIX JKCHIIUH, NpeAcTaBuTeNel pa3nuuHbiX 3THHYecKkuxX rpynm [19]. HenmocraTtounoe
nonnmanue cymuocty HKM nenaer Gosee mpaBoMepHBIM HCIOIB30BAaHUE OMHMCATEIBHOTO TEPMHHA
«HEKOMIaKTHbIA MUOKap JIJK», Hexenn «HeKOMIaKkTHast KapInOMUONIATH.

JIuts HEOOMBIIIOE YMCIIO UCCIICIOBAHMN TTPEACTABIISIOT JaHHBIC IO pacnpocTpanéHHoctn HKM
JIK [66]. Uctunnasa pacnpoctpanéHHocts HKM JDK HeusBecTHa. CunMTaBLIMIICS KOTa-TO PEIKOM
dopmoit kapaunomuonatur, HKM JDK cranoBuTcs B HacTosiee BpeMsi BcE yallle TUarHOCTHPYEMBIM.
Pacnpoctpanénnocts HKM ouenuBator B quanazone ot 0,014 no 1,3% [142], naHHble KOrOPTHBIX

HCCIeI0BaHui cyMMHUpoBaHbl B Taommme 1.1.

Taoauua 1.1 — Pacnpocrpanénnocts HKM 1o 1aHHBIM KOTOPTHBIX MCCJIEI0BAHMU I

ABTOPBI, TOTT Hccnenyemas xoropra PacnipocTpan€HHOCTD
nyOIMKaUK

Ritter M. u 37555 nanuenToB, KoTopbiM ¢ 1984 mo 1993 rr. | 0,05%

COaBT., 1997 BbINOJIHEeHA 3XxoKapauorpadus (3xoKI') B

yHI/IBepCI/ITeTCKOM ToCIuTaie Llropnxa

Oechslin E. nanueHTHl 9X0KI -nabopatopun 0,014%
U coasT., 2000 yHUBepcuTeTcKoro rocrutans ropuxa

Pignatelli R.H. | nmetu ¢ KMII 9,5% (Tpetsst mo gactote Gpopma KMII
M coaBT., 2003 nociie nunaranuonno (JIKMIT) u
I'KMII)



http://www.ncbi.nlm.nih.gov/pubmed?term=%22Pignatelli%20RH%22%5BAuthor%5D
http://www.ncbi.nlm.nih.gov/pubmed?term=%22Pignatelli%20RH%22%5BAuthor%5D
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Iponoxenne Tadaunb 1.1.

Andrews R.E. netu ¢ XCH B MHOTOLIEHTpOBOM HccnenoBannn | 2,8%

H coaBT., 2008 B BenukoOpuranun

Kovacevic- 960 manmeHTOB ¢ XPOHUYECKON CepAedHOM 2,7%, KaK ¥ pacpOoCTPaHEHHOCTD

Preradovic T. HenocraTouHocThIo (XCH), 06cenoBaHHBIX B TUNEPTPOPUIECKON KapJHOMHOTIATHI

U coaBT., 2009 YHusepcurerckom rocnutane Lropuxa c 1987 (FKMIT)

o 2005 Tr.

Sandhu R., 4929 narmeHToB B aMEpUKAHCKOM 0,26% oT BceX MaIueHTOB,

1 coaBT., 2008 OJIHOLIEHTPOBOM HCCJIEI0BAHUHU 4aCcTOTa 3,7% cpeny GOIBHBIX CO CHUKEHHOM
¢pakuueii Beiopoca JK (PB) menbie
45%

Ronderos R. 10857 manueHToB apreHTUHCKOT O 0,24% cpenu Bcex MaIUCHTOB;

M COaBT., 2016 KapAHOJOTUYECKOTO NHCTUTYTA 6,8% cpeau NalKueHToB ¢ CUHAPOMOM
JKMII paznuanoii stuonorun; 24%
CpeIy MAMeHTOB C UANONATHYECKON
JKMIT

Taxum o6pazom, uctuHHas pacnpocrpanéHHocts HKM He sicHa u 3aBUCHUT OT TOH HOIYJISINH, B
KOTOpOW TPOBOAMIICS OTOOp (Ccpemu BceX MAalMeHTOB, KOTOPhIM Oblma BhmonHeHa OXoKI', cpemm
6ombHbIX ¢ XCH, KapJuoMUONaTHsMH, cpelu AeTed U T.7.). B o01mell momynsiumn ero BbISIBIIEMOCTh
oneHuBaroT Ha ypoBHe 0,05 — 0,25% B Tom [90]. MOXHO mNpennook uThb, YTO HEBBICOKAS
pacnpoctpanéanocts HKM JIK cBsizana ¢ HenooueHko HekoMnakTHOTO ciiost mpu IXoKI™ u gaxe npu
MPT cepnana, kpoMe TOTO, 3TO MOKET OBITh OO0YCIOBIECHO AJIUTEIHLHBIM OECCHUMIITOMHBIM TEUCHHEM
[66]. CymecTtBeHHy0 pa3nuily B pacrnpoctpanéHHoct HKM JIK B pa3HbIX ucCCIeI0BaHUSAX MOXKHO
OOBSCHUTH OCOOCHHOCTSIMU JUArHOCTHUKM B pa3HBIX LEHTpax U y pa3HbIX uccienoBareneil. B
Hacrosimiee Bpems HKM JIDK crtanm BBIBIATBCS Oojiee 4acTO, YTO MOXKET OBITh CBS3aHO C OOJBIICH
OCBEJIOMJIEHHOCTBIO Bpadel 00 3TOM 3a00JIeBaHUH, YIYUYIIICHHEM METO/I0B BH3yallu3allud MUOKapaa 1
PEKOMEHIOBaHHBIM OCMOTPOM POJICTBEHHUKOB nanueHToB ¢ HKM [189].

ITo pe3ynbpTaram HemaBHETO MeTa-aHalu3a pacnpoctpanéHHocTh HKM oka3zanack Bbllie, 4eM 3TO
MOXXHO OBLIO OKHMJATh JjIsl peakoro 3adoneBanust (Pucynox 1.1) [19]. Pacnpoctpanénnocts HKM B
KOropTax, IJIe JAWarHo3 ycTaHaBiuBaics ¢ momoinsio 3X0KI', Obuta CyIIeCTBEHHO HMXKE, YeM B
uccnenoBanusx, rae HKM 6bi1 quarnoctupoBan npu MPT (1,28% vs 14,79%). YactoTa BbIsBICHUS
HKM pasnmuuanach W B 3aBHCHMOCTH OT COCTaBa KOTOPT (OOJBHBIE CEPACYHO-COCYIUCTHIMU
3a00JICBaHUSAMH, CIIOPTCMEHBI, 3/I0POBBIE JOOPOBOJIBIIBI, OOJBHBIE 0€3 CepeYHO-COCYANCTHIX
3a0oJeBaHui, IepBoOepeMeHHbIe KEeHIIHHBI, PrcyHOK 1.1). Taxke pa3zinnyanach pacnpocTpaHEHHOCTh
HKM B uccrnenoBanmsix, HCIOIb30BaBIIMX KpuTepuu R. Jenni (2,76%), 1 B uccie10BaHUSAX, B KOTOPBIX
HKM 0BT n1uarHOCTUpOBaH TOJBKO Ha OCHOBAaHWUM COOTHOMICHUS 2:1 HEKOMIAKTHOTO CJIOS K
komnakTHoMy (0,56%), pa3nuyHbIMU ObUTH TaHHBIE, TOTYYEHHbIE TPU TOMOUIH pa3HbIX MP-kputepren
muarHoctTuku HKM. Takum o6pasom, BbisiBisiemocTr HKM 3aBHCHT OT MeTOHIa HCCIICIOBAHWS,

IMPUMCHACMBIX KPUTCPUCB JUArHOCTUKHU W THIIA KOT'OPTHI. ABTOpBI MC€Ta-aHajld3a I10Jiarar0T, 4To


https://www.ncbi.nlm.nih.gov/pubmed/?term=Ronderos%20R%5BAuthor%5D&cauthor=true&cauthor_uid=27448685
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BbIcOKast pacnpoctpan€éHHocTs HKM, mnokaszannas B MPT wuccienoBaHusx, MOXKET IOBJIEYb
TUIEPANArHOCTUKY JAHHOTO COCTOSIHMS M MOCJENyIoIllee HEHYXXHOEe JIeueHHEe U HalOIIoJeHue, U
3aMEYaroT, 4TO IMEpes] BpauoM CTOMT OYEHb CJIIOXKHAs 3aJada HE JOIYCTUTh TMIEPIUArHOCTHKU H
HNOTEHIMATIBHOIO Bpe/la OT HEHYXHOI'O JIEUCHHs] M HaOJIIOAEHUs, HO U HE JOIMYCTHTh HEIOCTaHOBKY

KIMHHUYCCKH 3HAYMMOI'O JrarHo3a.

All cohorts

! |}

LVNC on echocardiogram LVNC on cardiac MRI

pretteteeeeeteeeeeee feeeeeeereeRRIRIRRS
treteeteeteeteeeeets peeeeeeeeRRRRRRRRRRS
preeteeeteeeteeeteee feteeeeeeeeeReRIRIEe
preteeteeteeteeeeeee  peeeeeteRRRRRRRIRRRS
peeeetteeeeteeeeteee  ereeeeeeeeeeeRRRINE

Cohort Echocardiogram Cardiac MRI
ES (95% CI) ES (95% CI)
Cardiac patient cohorts 0.90 (0.64, 1.20) 9.76 (4.59, 16.56)

Control cohorts 1.05 (0.00, 7.88) 15.03 (8.94, 22.24)
Population representative cohorts - 19.72 (11.64, 29.28)
Athlete cohorts 3.16 (0.26, 8.48) 27.29 (13.58,43.27)
Non-cardiac patient cohorts 2.21(0.24, 5.46) 36.21 (23.64,49.72)
Primigravida pregnancy cohort 18.63 (11.60, 27.55)

All cohorts 1.28 (0.95, 1.64) 14.79 (8.85, 21.85)

Pucynok 1.1. Pazaunyus B pacnpocrpanénHoctd HKM B 3aBUCHMOCTH OT MeTO1a TMATHOCTHUKH

U COCTABA UCCJIeYeMOil KOrOpThI
[Mpumeuyanne. LVNC — HKM JI)K, cardiac MRI — MPT cepana, cardiac patient cohorts — KoropTsl 60JIBHBIX € CEPIEYHO-
COCYJMCTBIMHU 3a00JIeBaHUsIMH, control cohorts — KOHTpOJIbHBIE KOTOPTHI, population representative cohorts — KOropThI
3JI0pPOBBIX JI0JIeH, athlete cohorts — koropTsl cioprcMeHoB, non-cardiac patient cohorts — KOropTel 60JIBHBIX 0€3 cepeyHO-
COCYIMCTHIX 3aboeBanmii, primigravida pregnancy cohort — koropra nepsodepemMeHHbIX [19].

[Tpu uccnenoBaHuU 310POBBIX BOJIOHTEPOB € MOBBILICHHBIM IO CPABHEHUIO C BO3PACTHON HOPMOM
ypoBHeM Hatpuityperudeckoro nentuaa (BNP) xoTs Obl 01MH U3 IPUHSTHIX B HacTosmIee BpeMs MPT-
kputepueB quarHoctuku HKM umenu 15% u3 1480 uccnenyemsbix, a Bce 4 xputepust - 1,3%. Ha
OCHOBAHMHU 3TOTO aBTOpaMM ObLIT CIENaH BBIBOJ JMOO O HU3KOW CHENU(UIHOCTH JAHHBIX KpPUTEpUEB
st HKM, m6o o Tom, yto HKM siBisieTcs ckopee aHaTOMUYECKHM (PEHOTHIIOM, a HE OTICIBHOU
kapauomuonarueid [198]. HenaBHue uccienoBaHMs MOKa3bIBalOT, YTO pacnpocrpaH€éHHocTs HKM
MOJKET JAOCTUIaTh B 310pOBbIX nomyisauusax 43% [191]. BaxxHO OTMETUTh, YTO y HEKOTOPBIX JIOJEH,
BKJTI0Yas JHI ahpruKaHCKOTO mporcxoxaeHus [61], cnoprcmenoB [154] u GepeMeHHBIX XKeHIHH 165],
HKM BreisiBiIsIETCST O0JIEE YacTo, B CBSI3M C YE€M HEKOTOphIe uccieaoBarenu cumtaroT HKM He
MaTOJIOTMIECKUM TIpoIieccoM, a ¢pusznosiornueckor anantanuei. B uccnegosanuu 5130 nereit ot 10 o
19 net nepen yuactuem B cnopTuBHBIX copeBHOBaHUAX HKM nipu MPT (c ucnonb3oBanreM KpuTepues
S.E. Petersen) BbisiBiieH ¢ yactotoil 19,9%, GONbIIMHCTBO ciay4yaeB ObUTM OECCHMITOMHBIC, JHIIb Y

Tpoux uenoBek u3 982 6nuna BosiBneHa JJKMII (0,3%) [22].
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1.2. Hcropuueckasi cnpaBka

HKM BniepBrie 6bu1 orrcan B 1969 1. R. H. Feldt u coaBT., KoTOpBIE pH BCKPHITHH TPEXMECSIHON
0eJIoi ICBOYKH C TIOJHOM TPAHCIO3UIIMEH BHYTPEHHUX OPTraHOB OOHAPYKUIIN «CTPAHHBIM» TyO0YaThIi
MHOKap/ B 00oux >xenynoukax [23]. Hacro nmutupyemas B kauecTBe nepsoro onucanus HKM crares
1926 r. R. T. Grant u coasnr. [74] aBnsgercs He nepBeiM onucanuem HKM, a ciydaeM coxpaHstomuxcs
(MepCUCTUPYIONTNX ) CHHYCOHJI, TaK KaK MEXTPaOEKyJIApHbIE IPOCTPAHCTBA B TOM CITy4ae COOOIIATICH
C MHOKapJAHAJIbHBIMU M STUKapAUATbHBIMU cocyaamu [66]. B ctatbe M. Westwood u coaBt. 1975 1.,
NOCBANIEHHON 26 ciydasM (¢ubposnacTto3a SHAOKApAA, OMUCAHO OOHAPYKEHHE BBICTYTMAOLINX
Tpabekyn B 00oux xenmyaoukax npu ayrorncuu [78]. B Tom xe roxy J. Dusek. u coaBt. onmucanu 5
NETCKUX cepAell C TyOuaThlM MHOKApAOM, COJepKaluM coobmaromuecs ¢ mnosnoctbio JDK
MEXTpaOeKyJIsipHbIE JJAKYHBI; B YETHIPEX U3 MATU CIYy4YaeB — B COUYETAHUH C BPOKIAEHHBIMU MOPOKAMHU
pa3Butus cepaua [52]. IlepBoe sxokapauorpapuueckoe BBISBICHHE MOBBIIICHHOW TpaOeKyJIIpHOCTH
muokapaa JOK onucanu R. Engberding u F. Bender B 1984 r. y 33-neTHell ®eHITUHBI C OABIIKON TIpU
buszmdeckoit Harpyske [58]. Takke eIMHWYHBIA CIydaidl «IMEPCUCTHUPYIONIUX MHUOKaAPIAHATBHBIX
CHHYCOWJI», BBIABIEHHBIX mpu nByxMmepHor OIxoKI[' wm anrmorpaduum, y 21-leTHero mnarueHTa
omyOyimkoBaH R. Jenni u coaBT. B 1986 r. [148]. TepMUH «HEKOMIAKTHBIM MHOKApA» KaK Ha3BaHHE
PEIKOro HapyIIeHHUs YHIOMUOKapAHATILHOT0 MOp(horeHesa, XapakTepHu3yIoierocs MHOrOUUCIICHHBIMH,
Ype3MEpHO BBIPAKEHHBIMHU JKENyJIOYKOBBIMU TpaOeKylaMH U TIIyOOKHUMH MEXTpaOeKyIsIpHBIMU
yIayOJaeHUsIMH, BIIEPBbIE HMCIIOJNB30BaH B HAOIIOACHUH BOCHMHU MAIMEHTOB C JAHHBIM COCTOSTHHEM,
omyOimkoBanHOM T. K. Chin u coaBt. B 1990 r. [92]. CBsi3pb MEXTpaOEKyISIPHBIX MPOCTPAHCTB C
KOPOHAPHBIMH apTepUsIMH MPOTHBOpeuuT ornpeneneHnto HKM, u Takoe cocTosiHIe MOTy4YnsIo Ha3BaHUe
nepcucTupyomux cuaycous [66]. B 1997 r. HekoMnakTHBIN coi MUOKap/a ObLT BIIEPBBIC BBISBICH

nipu nipoBenenn MPT cepaua [75].

1.3. DtnoJuaorusa u narorenes HKM JIK

1.3.1. Teopuu Bo3HuxkHoBeHus1 HKM JI2K

Ortuonoruss HKM HewsBectHa. OnHa M3 THIOTE3, KOTOpas B HACTOsIIEe BpeMsi BcE Ooblie
MOJIBEPIaeTcsi COMHEHHUIO, COCTOUT B TOM, YTO JAHHOE COCTOSIHUE SIBJISIETCS PE3yJbTaTOM HapyIICHUS
mpoiiecca yIjIoTHEHHs TpaOekya Bo BpeMs smOpuoreHesa [28]. TouHbie MOJIEKYISIpPHBIC MEXaHU3MBI,
OTBETCTBEHHbIE 3a PEryssiuio aupdepeHInpOBKH MHUOKapa >KEITyJAO0YKOB, POCTa M YIUIOTHEHHUS
Tpabekyn, u3ydeHbl HemoctarouHo [59]. Ilpeamnornaraercs, YTO pEIIAIONIYI0 POJIb B Pa3BUTHH

KOMIAKTHOTO CJI0S MUOKap/1a JKeJIyJOUYKOB UTPAIOT KIETKHU sniukapaa [169].


https://www.ncbi.nlm.nih.gov/pubmed/?term=Dusek%20J%5BAuthor%5D&cauthor=true&cauthor_uid=1147832
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B smOpuorenese pa3BuTue MUOKapia KeayJo4yKa MPOXOJUT Yepe3 HECKOJBKO OIMpeneEHHBIX
sTamnoB. [IpemecTBeHHUKN KapIHOMUOLIUTOB, IPOUCXOISIINE U3 ME30IEPMATBHOTO €051, 00pa3yIoT B
SMOpPHOHE CPeIMHHYIO TPYOKy, KoTopas AuddepeHIupyeTcss B MUOKAP MO BIMSHUEM Pa3IMYHBIX
FeHETUYECKUX WM TyMOPAJIbHBIX peryjiasTopoB. BrTopbimM srtanom sBisercs (QopMmupoBaHUE
IUTACTUHYATHIX BHIISTYMBAHUI MHOKap/a (Tpadekyi1) B mpocBer xenyaouka [169]. Ha sroii craauu, 1o
Pa3BHUTHSI KOPOHAPHOM CUCTEMBI KPOBOCHA0XKEHHSI SMOPHOHATBHBIA MUOKAP/I TIPEJICTABIISIET COOOH CeTh
W3 TIEPEIUICTEHHBIX BOJIOKOH, OOpa3ymoIIMX TpaOEKynabl ¢ TIyOOKHMMH MEXTPaOeKyIIpHBIMHU
yriyosnenusiMu [52]. MextpabekymsipHbIe yriayOaeHUs COOOIIAIOTCS C MOJIOCTHIO JIEBOTO XKEIy0UKa, U
KPOBb MOCTYIIAET B MHOKap]l Uyepe3 MEeKTpaOeKysipHble mpocTpancTBa [97]. ns pa3BuTus Tpabexkys
HEO0O0X0UMBI (DAaKTOPBI POCTa HEUPETYIHHBI, CEKPETUPYEMbIE SHIOKAPIOM, U JOKAIbHAS IKCIPECCHUs
peuenrtopoB muokapaa ErbB2 u ErbB4 [164]. [Ipyrue anruoreHHble (PakToOpbl, SKCIPECCUPYEMBIC B
SHJOKap/ie, TaKhe KaK COCYIUCTBIN AHAOTENHAIbHBIA (DAKTOP pOCTa U aHTMOIMOATHUH-1, TaKKe MOTYT
UTpaTh poJib B MPOIIECCE JKEITyA0UKOBOM Tpadekysuu [171].

CrneayromuM maroM sBIsieTcs yINIOTHEHHE 0a3aIbHBIX YacTel ATHX TPAOEKyIl, 4TO COBMAAAET 10
BPEMEHU C PAa3BUTHEM COCYAMCTOW KOPOHAPHOW CHUCTEMBbl W3 AIUKapAa. YIUIOTHEHHE TpadeKy
(KOMTIaKTH3aIMs ) HAUMHAETCS Y YEJIOBEYECKOTO AMOpHOHA K 5 — 8 Hefiene BHYTPUYyTPOOHOTO Pa3BUTHS,
U K 4YETBEPTOMY MeCsIly OEpeMEHHOCTH YIUIOTHEHHBIH («KOMMAKTHBIN») MHOKApJ COCTABIISICT
OobiIyio yacTk 00bEMa xemynoukoB (Pucynok 1.2). Ilponecc yniaoTHeHHS MUOKapAa MPOUCXOAUT OT
SMUKapAa K SHJOKapAy W OT OCHOBAaHMS K BEpXYIIKE ceplla, a MEeXTpaOeKyJspHble yriyOJaeHHs
CKUMAIOTCSI 0 KamWUIAPOB WM CIIaXuBalOTCs u ucyezaroT [97]. Tpabekymnsl 3¢ GheKTHBHO
YBEJIMYMBAIOT COOTHOIIEHHE MOBEPXHOCTH K 00BEMY, MO3BOJISISI Macce MHUOKAp/a YBEIUYUBATHCS 10
CTaHOBJICHUSI KOPOHAPHOTO KPOBOOOPAIICHHUS, & TAKKE MOTYT CIIYKHUTh JIJISl pa3/IeJIeHHs TTOTOKA KPOBH
B BHUJC OTJEJIbHBIX >KEIYJOUYKOBBIX ITOTOKOB /10 OOpa30BaHMA MEXOKENIYJA0YKOBOM IEepPEeropoaKu
(M2KII). Baemaee kKopoHapHOE KPOBOCHA0XEHHUE CTAHOBHUTCS HEOOXOIMMBIM, KOTJa BO3pacTaroIias
MOTPEOHOCTh B KPOBOCHAOKEHWHM HE MOXXET OBITh YIOBJIETBOPEHA TyOYaThIM MHOKapIOM, a
YBEJIMUUBAIOMIASICS TOJIIMHA KOMIIAKTHOTO CIIOSI TPEMATCTBYET €ro aJeKBaTHOMY NHUTAHHIO U
OoKcureHanuu myTém auddys3un u3 npoceera xxenyaouka [169]. YonorHenue Tpabekyn IPOUCXOANUT U
B IIOCTHAaTaJIbHOM TME€pPHOJE BMECTE C MPOJOJDKAIOUIUMCS POCTOM MHOKap/ia M TOBBIIICHHEM
BHYTPHUCEP/ICYHOTO JaBJICHHS. 3aKIIOYUTENbHBIM IMpOLecC — 3TO Pa3BUTHE CIHPATBHOIO PHUCYHKA
BOJIOKOH MMOKap/la, OTBETCTBEHHOTO 3a CKPYUYMBAIONIYIO MpUpoay cokpaienust [28]. Hapymenue
ckpyuuBanuss muokapaa JDK wabmronmaercs y miomeit ¢ HKM [118]. CokparurenpHas DUHAMUKA

JKETYTI0UKa MOXKET OBITh HapyIIeHa JTayKe €CIIM TOpaKeHa TOJILKO HEOOIIbINast 4acTh CTEHKH [53].
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Pucynok 1.2. IIponecc ynioTHeHus ey 109K0BbIX Tpadeky.a B JIXK smOpnoHna 4enoBeka
OOparyuTe BHUIMaHUE Ha YBEJIMYEHNE TOJIIIMHBI BHELITHETO KOMIIAKTHOTO CIIOS.
A. MHOTOYHCIICHHBIE MEJIKHE TPaOeKyJIbl IIPUCYTCTBYIOT B 6 HEAENb BHYTPUYTPOOHOTO Pa3BUTHSL.
B. Tpabekynbl HAUMHAIOT YIUIOTHATHCS B 0a3aIbHOM 9acTH B 12 Henenb, CiocoOCTBYSI YBEIMICHUIO TONIIIHEL
KOMITAaKTHOTO CJIOS, TTOCIie 3aBepmieHus popmupoBanns MIXKII.
C. [Tocne 3aBepireHNs YINIOTHEHHUSI KOMIIAKTHEIH CI10# (hopMUpyeT OCHOBHYIO Maccy Muokapaa [169].

Bmecte ¢ Tem B smTepaType peryssipHO TMOSBISIOTCS MyONMKAalUH, B KOTOPBIX AaBTOPBI
MOJIBEPralOT COMHEHHUIO TEOPUIO0 HapyLIeHHs HOPMAalbHOTO SMOpHOreHe3a U MperojaraiT
BO3MOKHOCTh CYLIECTBOBAaHHUS APYrUX, Ha JAHHBI MOMEHT HEM3BECTHBIX, NPUYMH U MEXaHHU3MOB
pa3ButHs 3a6omneBanus [10]. Pe3ynpTaTbl HEKOTOPBIX MCCIEOBAHUIN TOBOPSAT O TOM, YTO KOMITAKTHBIH
CJION MHOKap/a pacTEéT B mpolecce aMOproreHes3a 3a c4ér coOCTBEHHOU mposndepaiuy, a He 3a CUET
VIUIOTHEHHSI YKe€ CYIIEeCTBYIOINIEro TpadekymsipHoro cios [105]. B pa6ote 2016 roma aBTOpHI BBISBIIN
CYILLIECTBEHHBIE Pa3INYMsI MEXAY TpabeKyJlaMy HEKOMITAKTHOTO CJIosl MUOKapaa y nanueHToB ¢ HKM u
TpabeKyJaMH B cepile SMOPHOHA YeIOBEKa U MOWKUIOTEPMHBIX (XOJIOJHOKPOBHBIX) MTO3BOHOYHBIX
JKUBOTHBIX, HA OCHOBAaHUH Yero ObLI cienaH BeIBOJ 0 ToM, 4To HKM — 310 He pe3ynbTaTr «0CTaHOBKMY
SMOpHOreHe3a, a cCaMOCTOATEILHOE HapyIIeHHEe CTPYKTypbl Muokapaa [182]. Teopun HapymieHHOTO
sMOpHoreHe3a HE COOTBETCTBYIOT M ciy4daum mpuodperénnoro HKM — y Gepemennsix [165],
cnoprecmenoB [83; 107; 110], omucansl ciyuyan Bo3HukHOBeHUss HKM mocne aHTpanukiInHOBOM
xumuoTepanuu [115] u cayuam perpecca HEKOMIAKTHOIO CJIOsI MOCJE Hayala PECUHXPOHU3ZHUPYIOIIEH
tepanuu [68; 174]. IloBbimeHHass TpaOEKyISIPHOCTh PACIPOCTPAHEHA CPEIU CIIOPTCMEHOB, HO
cootBercTBUE KpuTepusiMm HKM BcTpedaercs 3nauntenpHo pexe [20; 30]. MccnenoBanus Gpuznonoruu
JDK y cIOpTCMEHOB C MOBBIIIEHHON TPaOEKyIApHOCTHIO MOKa3ajiH, 4TO TpaOeKylsbl, 0COOEHHO B
Bepxyuike JDK, momoraioT mnepepacnpeneiuTh HaNpsDKEHHE U CHOCOOCTBYIOT CO3JaHMI0 Ooliee
BBICOKOTO yaapHoro o0néma [181; 147]. S. Gati u coaBT. HaOMIOAAIM TIOSBJICHHE TOBBIMICHHON
TpaOeKyIsIpHOCTH Y 25% NepBOPOIALINX KEHIIMH C MOCIEIYIOUMM BOCCTAaHOBICHUEM HOPMAaJIbHOM
mopdonorun JOK y 81,2% wuccnenyempix [165]. Crnopaanueckue ciaydan HKM naGmonmatorcs y
MAIMEHTOB ¢ XPOHUYECKON MMOYEYHON HEJOCTATOYHOCTHIO, pa3BHUBIICHCS HAa (DOHE TTOJUKHUCTO3a TTOUYEK

[101; 138; 139]. IloBeimennas TpadekyasipHocTh 1 HKM BBISBIAIOTCS y TAIIUEHTOB C CEPIIOBUIHO-
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KJIETOYHOM aHemueil u Oeta-tanaccemueti [104; 111]. XoTs croxHO 00BSICHUTH MAaTO(OU3UOTIOTHUSCKUAN
MEXaHU3M, H3MEHEHHs B KPOBOOOpAIIEHWH M TUIIEPBOJEMUS, SBISACH OOLIMMH YepTaMu st
BBIIIEHA3BAHHBIX COCTOSHUN (O€pEeMEHHOCTh, MOYeUHash HEAOCTATOYHOCTh, aHEMHH), YKa3bIBAlOT Ha
pOJIb YBENWYEHUs TPEAHATPY3KH B Pa3BUTUU HU3OBITOUYHON TpalOeKyasipHOCTH MuOKapnaa [165].
Hekoropoe paznuune B reHernueckux npuunHax HKM naér ocHoBaHue mpennosaratb pasivyHbIe
MEXaHMU3Mbl BO3HUKHOBeHUs U nipupoxy HKM B nenom y B3pocnsix u aereit [144].

Takum o0pa3zom, HecMOTpsi Ha YOEAUTEIbHYIO TEOPHUIO COXPAHEHUS HEKOMIIAKTHOTO CIIOs
MHUOKapJia HM3-3a HapylLIeHW B IMpoliecce 3MOpHOreHe3a M HECOMHEHHOE Haluyue MEepBUYHOTO,
cemeitnoro HKM y nereil, Bc€ Bo3pacraroliee KOJIUYECTBO Jo0Ka3aTenbcTB mnosiBieHuss HKM Bo
B3pOCJIOM  BO3pacTe€  3aCTaBIIIeT  MPEAINOJOXKHUTh  COCYIIECTBOBAaHHE  OSMOpPHOHAIBHOM U

HeAIMOpHOHANBbHOH (BTOpHUuHBIH/IproOpeTéHHbIii HKM) runoresst npoucxoxnenus HKM [2; 25].

1.3.2. ITato¢pusuoaorus HKM

HKM sBnsiercs crpykTypHoit aHomanuen muokapaa JOK, mpu koropoit muokapa JIK cocrout u3
JBYX CJOEB — ry04aroro (HEKOMIIAKTHOTO) SHAOKAPIUAIBHOTO M YIUIOTHEHHOTO 3IUKAPIUAIBHOTO,
0oiee TOHKOro, 4YeM HEKOMMAKTHbIM cioi. ['yOuarbelii cmoil mnpencraBieH TpaOekyjlamMu U
MEXTPaOeKyJIApHBIMU JIAKYHAMH, HE CBSI3aHHBIMH C KOpoHapHbIMH cocynamu [188]. Kak mpasuio,
MaTOJIOTMYECKUI TPOLiecC MPOTEKAET B OJHOM MJIM HECKOJbKMX cermeHTax JDK, mpemmyiuecTBeHHas
JOKaJIu3aMs — oOJIaCTh BEPXYIIKM CEpJlla, CPEeIHHE CErMEHTHI HIKHEH um OokoBoil ctenok JDK.
MHoro4nciIeHHbIe TePEeMbIUYKU-0aIKi BMecTe ¢ TpabekynaMu (GOpMHUPYIOT HIMPOKHHA HEKOMITAKTHBIH
ry0yYaThlil cioif MUOKapaa, B TO BpeMsl Kak CJIOH KOMIIAKTHOTO MUOKap/ia, ClIOCOOHOTO K COKPAIEHHIO,
ocTa€rcsi TOHKMM. Takass u3MeHEHHas CTpykrypa Muokapaa JDK npuBoaur K  yXyALICHHIO
COKpaTHTeNbHOI ciocooHocTH cepaua [10]. [Tpuunnbl cucTonnyeckoi AMCHYHKIIMH HE COBCEM SCHBI,
OJIHUM M3 BO3MOJKHBIX MEXAHU3MOB €€ BO3HMKHOBEHMsI SIBJIIETCS XPOHUYECKAsl MILEMUS MHOKap[a,
00yCJIOBJICHHAs] HAPYIICHHEM MUKPOIMPKYIISAIUU B HEeKOMITAakKTHOM cioe [102]. /laHHbIE HEKOTOPBIX
UCCJIEIOBAaHUM JEMOHCTPUPYIOT HapyIIeHUs nepdy3un HEKOMIIAKTHOTO CJI0sl — CyOdHI0KapAuaIbHbIe
nedextsl nepdys3un npu HKM Owpumu mokazansl mpu MPT cepana [127], mo3uTpoHHO-IMUCHOHHOMN
tomorpaduu (I19T) [41; 132], cuuaTUrpaduu U NpH r’UCTOTOTUIECKUX UCCIIEAOBAHMIX MPU Ay TOIICHH
[197]. Hdmactonmuyeckas AUCHYHKIHS XapaKTEPHU3yEeTCs HAPYIICHHEM IIPOIIECCOB pPAcCIalIeHUs U
3aMoJHEHUsI B pe3yJibTaTe Haaudus TMOBBIMICHHOW TpadekymsipHoctd JDK. B HekoTOphIX ciyuasx
cuaapoma HKM JDK nHabGmromaroT ype3MepHoe oOpa30BaHHME COCIWHUTEILHOTKAHHBIX BOJIOKOH B
SHJIOKap/ie, TUCTOJIOTUYECKHA HaloMHUHaromee (Gudpo3nacTos3, 4TO MOXKET JOMOTHUTEIBHO yXY/IIATh

JMACTONMYECKyI0 pyHKIMI0 Muokapaa [10].
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OpHako B HEKOTOPHIX paboTax OBLIO IMOKA3aHO, YTO caMO MO cede Haaudue MOBBIIICHHOU
tpabekynspaoctu JDK, naxe orBewaromeii kpurepusim HKM, He cBsizaHO ¢ yXynuieHueM (yHKIHH
MUOKapja. Takol BBIBOJ C/eJIaH Ha OCHOBAHUU JOATOCPOUYHOTO (9,5 net) HabmoneHus 2742 4enoBex
u3 uccinenoBanus MESA [185]. Takke Obuta MpuBeIeHa MHTEPECHAS Mapalijiesib U3 00J1aCTH 300J10THH
— B OJTHOM HUCCIICJIOBAHUH CPAaBHUBAIU PabOTy cepAla y XJIaJHOKPOBHBIX TTO3BOHOYHBIX )KHBOTHBIX, Y
KOTOPBIX OTMEYAETCsI BHICOKAs TPAOEKYISIPHOCT MHOKAP/Ia, U Y TETNIOKPOBHBIX TO3BOHOYHBIX ¢ OoJiee
KOMIIAaKTHBIM MHOKapJOM, pa3Indyuil B MOKa3aTeIsiX TeMOAMHAMUKN MEXAy HUMHU BBISIBIEHO HE OBLIO

[79].

1.3.3. 'enetuka HKM

B Hacrosiiiee BpeMsi CYMTAETCs, YTO TCHETUYECKOE TECTUPOBAHUE «MOXKET OBITH TIOJE3HBIMY IS
MAlUEeHTOoB ¢ KiInHuYeckuM auarHozoM HKM, a Taxxke pekomeHayeTcsi poACTBEHHHKaM IpoOaHaa B
ciay4dae BoisiBIeHHs Y Hero HKM-acconunpoBannoit myTtanuu. Enié HeCKoJIbKO JIET Ha3all CYUTAIOCh,
YTO MATOT€HHBIE MyTAIIMH BBISIBISIFOTCS Y OTHOCUTEIIBHO HEOOBIIOro IporieHTa naueHToB ¢ HKM (ot
15% no 20%) [80]. OgHako nanpHEWIIMe UCCIIEIOBAHUS TTOKA3aJId, YTO YACTOTA BBISIBIICHUSI MyTallui
MOkeT ObITh HamHOTO BhIIE [39; 179]. B pabore P. Richard u coaBT. maToreHHbIE WM BEPOSTHO
naToreHHble MyTanuu (4 u 5 Kiacc MyTaiuii) Obun BbisiBIIeHBI Y 42% nanuenToB (40 601abHBIX U3 95,
1o 50% My»X4YMH U KeHIINH). Bo MHOTHX HCCIIETOBaHUSIX OTMEUYAETCS BBICOKAs OIS HACTIEICTBEHHBIX
ciysaee HKM (ot 13 nmo 64%). JlanHbie 1o dYacTOTe BBHISBICHHS CeMeHHBIX ciydaeB HKM

npeactaBieHsl B Tabmwmie 1.2.

Tadoauna 1.2 — YacToTa BhIsIBJIeHHS CeMeHBIX ciay4yaeB cpeau nauueHtoB ¢ HKM

ABTOpBI, rol MyOJIUKANUHA Koropra YacrToTa ceMeilHbIX c/Iy4yaeB

Chin T. K. u coasrt., 1990 8 uenoBek B Bo3pacte oT 11 mec. 10 | 2 mapel OpaTeeB (OAHA Mapa POIAHBIX U
22,5 net Jpyrasi - eTMHOYTPOOHBIX )

Ichida F. u coagt., 1999 27 nereit 44% (¢ ayTOCOMHO-JIOMHUHAHTHBIM

HacienoBanueMm B 70% ciywyaeB u X-

CLCTIIICHHBIM periecCUBHBIM B 30%)

Pignatelli R. H. u coasr., | 36 nereit 19%
2003

Hoedemaekers Y. u coaBr., | 50 marmenroB ¢ HKM u 194 | 64%
2010 . POJICTBCHHHKA

Probst S. u coagr., 2011 . 63 B3pOCTBIX 25%

IIpumedanne. bonee HU3KWH MPOIICHT CEMEWHBIX CiTydaeB 3aboseBanns B padote Probst S. u coast. 2011 r., (110 cpaBHEHHUIO
¢ Habmopnennem Hoedemaekers Y. u coaBt. 2010 1., T11e ceMeiHBINH XapakTep 3a001eBaHus MpociiexuBaics B 64%, Haamaue
TEeHETHYECKOro nedeKTa yaanoch moarBepautb B 50% HaOmoneHWid) aBTOPHI OOBSCHAIOT HETONHBIM CEMEHHBIM
CKPUHHHTOM.


http://www.ncbi.nlm.nih.gov/pubmed?term=%22Pignatelli%20RH%22%5BAuthor%5D
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B pabGorax, mocBsm€HHBIX TeHeTnmueckoii ocHoBe HKM, ormedaercs e€ 3HaYMTeNbHas
IeTEpOreHHOCTh — INATOrEHHbIE MYyTallUK (B HacTodllee BpeMsl M3BecTHbl okoino 40 — 50 reHos,
accoruupoBadHeix ¢ HKM) dame ¢ ayTOCOMHO-JJOMHHAHTHBIM THUIIOM HACJIEIOBaHMS, PEXe ¢ X-
CLIETUIEHHBIM PELIECCUBHBIM, HHOTIa C ayTOCOMHO-PEIIECCUBHBIM U MUTOXOH/IPHAIBHBIM (OMHCAHO HE
MeHee 40 ManMeHToB C CoOYeTaHMEM MUTOXOHJApuanbHOM natosiorud 1 HKM [43]); Takxke onmucaHbl
ciysau HKM mpu xpomocomHbIX abeppanusix (cunapomax I[llepemeBckoro-Tepuepa, Otaxapa,
neneruu 1gq43, AUCTANBHOW nenenuu S5q, MO3auvdHOM (GopMe TPUCOMUU 22, MUKPOACICIIMOHHBIX
cunapomax u Jxopmku u Kopuenuu ne Jlanre) [9; 66; 178]. Jlo HemaBHET0o BpeMEHHU OTMEYAIOCh
OTCYTCTBUE SIBHOW Koppensauuu reHotur-gpenotun [80]. B mepBom uccinenoBaHHM C MPOBEICHHEM
MOJIEKYJISIPHOTO TeHeTHueckoro ananusa (25 B3pocasix ¢ HKM, Bozpact ot 19 o 71 roga) Hu y ojHOTO
U3 UCCIIeyeMbIX He ObUIO BBISIBIEHO MyTaluu B reHe TAZ, B CBSA3M ¢ yeM ObLI CIeNNaH BBIBOJ O TOM,
YTO y B3POCIBIX MOKET BOSHHKATh ayTOCOMHO-ToMUHaHTHas: ¢opma HKM, B oTiimunu ot cirydaeB X-
CLETIJICHHOTO HACJIeI0BaHUs Y JETEH, TaKoe MPENO0JI0KEHUE BEICKAa3bIBAJIOCH U paHee [64; 95].

I'enbl, oOHapyXeHHE MyTalUMi B KOTOPBIX accouuupoBaHo ¢ pa3utueM HKM, komupyror
KOMITOHEHTHI capKkoMmepa, Z-IHucKa, nurockenera u mutoxoHapuii (Pucynok 1.3). HamGonee dacro
00Hapy»XUBAIOTCS MyTallUM B reHaX, OTBETCTBEHHBIX 3a PA3BUTHE PA3IMYHBIX THUIIOB KapJUOMHUONATHIA
— reasl MYH7, MYBPC3, ACTC1, LMNA, TPMI1 u apyrue, 4To CBUAECTEIBCTBYET B IOJIb3Y
stronorudeckorr obuHocTH nepBuuHbix KMIT u HKM. Takxe HKM Obln onucaH y MaiueHTOB ¢
HEPBHO-MBIIIEYHBIMH 3a00seBaHusAMH: aucTpoduHomarusimu (Muomuctpodust [romena, bekkepa),

JTAMHUHOTIATUSAX, MUOTOHWYECKOHN aucTpodun 2 Tuna, 6onesnu Lllapko-Mapu-TyT [9].

Sarcolemma

GO00Peerorey Weed § RO Pe P TeT P PReRe e TR reoRIere RS E\?ry C
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Pucynok 1.3. Pazinunble 0eJKH KApANOMHOLMTOB, HAPyIIeHHe CHHTe3a KOTOPbIX NPUBOJIAT K
passutuio IKMII, I'KMII, HKM JI2K

Tpumeuanne. DCM — JIKMII, LVNC — HKM,
HCM — TKMII [81].
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I[anee OCTAHOBUMCS Ha ICHax, O pOJIM KOTOPBIX HAKAIlJIMBACTCA BCcE OouIbIIE JOKa3aTrCjIbCTB B

stuosiorurt HKM [31]:

)]

2)

3)

4)

5)

OmaHUM W3 MEPBBIX CUHJIPOMOB, JJI KOTOPHIX ObLI0 omucaHo coderanne ¢ HKM, Obut cunapom
bapra, 00ycnoBieHHBIN, KaK BIEpBbIe ObLIO omucaHo B padote S. Bione u coaBt. B 1996 rony,
mytanusmu B reHe G4.5/TAZ. T'en TAZ, pacnonoxeHHbIH Ha X-XpOMOCOME, KOAHPYET Oernok
taddasuH, ydacTByroumii B Metadbonusme pochonununoB. KnuHuueckue nposBiaeHUs CHHAPOMA
bapra Bkmouaror B ce0sd HU3KHUH pOCT, JIETKHME KOTHUTHUBHBIE paccTpoicTBa, JKMII,
MHUTOXOHIPHATHPHYIO MHUOIIATHIO ¥ T€MATOJIOTHYECKUE HApYyIICHHs (HEUTponeHuto) [9].

Mytanus B rene LDB3, xonupytomiem 6enku Cypher/ZASP, koTopble SIBISIOTCS KOMIIOHEHTOM Z-
JTUCKOB MHO(MUOPHIUT B KAPIMOMHOILIUTAX U KJIIETKAX CKEIIETHOW MYCKYJIATyphI, MOXKET MIPUBOJIUTH K
paszsututo JJKMIT u HKM, a Taxke muodubpumispHoit muonatuu [129].

B pa6ore F. Ichida u coast. 2001 1. ObuTa OTKpBITa MyTaIus B reHe anbda-auctoopeuna (DNTA).
Omna Obl1a BBISIBIIEHA B OJHOM CEMbE C COUETaHHMEM BPOXXKIAEHHBIX nopokos cepaua (BIIC) u HKM
[140].

Ha ocHoBanuu BeisiBiieHus MyTanuii B reHe JamMmuHa A u C (LMNA) y 6ombHBIX ¢ cemeitnoi JIKMIT
nin ¢ m3osmpoBanHbiIM HKM 6wt caeman BbiBOg o ToMm, uTo HKM MokeT OBITH 4YacThiO
(EeHOTUIMHUYECKOTO CIIeKTpa JaMUHOMIaTui [63].

I'envl capkomepnbix 6enkos. MyTtaluy B CApKOMEPHBIX T'€HAX SBIISIOTCSA CaMOM pacpoCTpaHEHHON
renernyeckoil mpuunHoit HKM [188]; 20% ciyuaeB BbisiBIeHHS reHeTUYeCKUX AedexToB mpu HKM
npuxoasarcs Ha aomo reHoB MYH7 (msokenas nens Oeta-mumo3umHa) 1 MYBPC3  (muo3uH-
cBs3piBaromuii 6enok C). [lna cpaBHeHus, npu runeprpoduueckoir kapaunomuonarun (I'KMII)
myTaiuu B reHax MYH7 u MYBPC3 cocrasisitor okoso 40% oT Bcex BBISIBIEHHBIX MyTaiuii [9].
Y B3pocbix nanueHToB MmyTaruu B MY H7 BeisiBisiroTcst Haubosee gacto [167]. Takxke BBISIBISIFOTCS
myTaruu B reHax ACTCI1 (a-aktuna), TNNT2 (tpononuna T), TPMI (a-1 mens TporoMuo3una),
TNNI3 (Tpomonun 1), MYL2 (perynstopHas jerkas menb mMuo3uHa-2), MYL3 (nérkas memnb
muo3uHa-3). B pabore S. Klaassen u coaBr. 2011 r. m0ns ManuMeHTOB C MOATBEPKIAEHHBIM
reHeThYecKoM JnedekToM B reHax capkomepHbix OenxoB (MYH7, ACTC, TNNT2, MYBPC3,
TPM1) cocraBuia 29%. DTy naHHbIE CBUAETEILCTBYIOT 00 YHHUBEPCAJIHLHOM PO T'€HOB OEIKOB
capkoMepa B Pa3BUTUHU KapAUOMHOIATUHN, TOCKOJIBKY 3TH K€ T€HbI MOTYT OBITh OTBETCTBEHHBI KaK
3a JIKMII, Tak u 3a 'KMII [188].

B nenaBHeM MHOTOLIEHTpOBOM HccienoBanuu 327 nauuentos B Huaepnanaax y 32% u3 aux (81
B3pOCIIblii, 23 pebEHka) OplTu 0OHapyxkeHbl MyTauuu: 71% myTanuii npuxoauics Ha reHsl MY H7,
MYBPC3 u tutuna (TTN), mytanuu B reHe TTN HaOMr0AaIMCh TOJBKO y B3POCIBIX, KPOME TOTO
MYTaluy B HEM, KaK ¥ COUYETaHNe HECKOJIBKUX MyTalluii, ObLITN acCOIMUPOBAHbI ¢ 6osee Hu3koi OB

JOK (pucynok 1.4, 1.5). Y nmauueHTOB ¢ JA0Ka3aHHOW MyTallei 3HAYMTEIHHO Yalle BCTPEYATUCH
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HeOIaronpusTHbIE UCXO/IbI — CMEPTh, IPEepBaHHas BHe3anHas cepaedunas cmepTs (BCC), ycraHnoBka
UK/, onpaBnannsie moku UKJI, Tpancruiantanus cepaua, MIeMU4eckuil MHCYbT. [lanuenTs! ¢
myTarusasvu MYH7 umenu 6osee HU3KHA PUCK JOCTHIXKCHHSI KOHEUHBIX TOYEK MO CPaBHEHHUIO C
nanueHTamu ¢ mytanusiMu B TeHax TTN u MYBPC3 [33]. B uccnenoBanuu P. Richard et al. 95
B3pocibix nanuenToB ¢ HKM nanbonee wacteiMu Obii MyTanuu B rene TTN, 3atem B rene MYH7
(Pucynok 1.5).

6) I'envl, KoOupyrowue uonnvle Kanaavl. B pabore AMOHCKUX aBTOPOB MPOBEIEH aHAIN3 00pa3IoB
kpoBu 62 manueHToB ¢ HKM (17 cemeitHbIx citydaeB u 45 criopaIndecKkux ), 4acTOTa TeHETUYECKHUX
nedexroB B SCNSA (reH, KOAUPYIOIMUN 0-CyObeIUHUILy HATPUEBOTO KaHana) Oblia JOCTOBEPHO
BhlIe y nmanueHToB ¢ HKM u aputmusimu, yem y nanuenToB 6e3 Hapyuienuit putma (50% vs 7%: p
= 0,0003) [168]. B paborax naByX TpymnI €BpPONMEHCKUX MCCIECIOBATEICH BIIEPBHIC
MPOJIEMOHCTPUpPOBaHa CBs3b MyTanuii B reHe HCN4 (ynpaBiisiemble TUKIMYECKUMU HYKJICOTHIaMU
TUTNIEPIOJIAPU3ALIMOHHO-aKTUBUPYEMbIE KaHAJIbI; UX TaK)KE HA3bIBAIOT «KAHAIBI-BOAUTEIHN PUTMAY,
OHM HaxoJATCS B CHHOATPUAJIBHOM Y3JI€ M MIPAIOT KJIIOYEBYIO POJb B aBTOMATHU3ME CEpALA) C
dbenoruniom HKM u 6pagukapaueit/ CCCY (cunapomoM cinabocTu cCUHYcoBoro ysmia) [76; 187];
TT03’K€ JIOBOJILHO BBICOKAs 4acToTa oOHapyxeHus mytaruii B HCN4 cpenu narmentoB ¢ HKM 6bita

nokasana B pabote [179] u cocraBuna 10% oT GOJIBHBIX C BBISIBICHHBIMUA MYyTAIIUSIMH.

Hecmotps Ha cBsizp HKM ¢ MHOTOYMCIIEHHBIMH MYTAIlMSIMH B Pa3JIMYHBIX I€HAaX, XPOMOCOMHBIMHU
abeppalusaMu, TPUYUHHO-CICICTBEHHYIO CBS3b MEXIy JI0O0oW w3 »tux myTtarmuid m HKM emie

MNpeaACTOUT YCTAHOBUTD.

Children Adults
N =52 N =275

MYH7
11%

MYBPC3
4%
MYBI?;B Sporadic Other
’ 54% Sarcomeric
30
Other \ Yo
Sarcg;enc Probably Non-
Probably s genetic sarcomeric
0, 5 9/
genetic Non- 16% o
15% sarcomeric

12%

Pucynok 1.4. Yacrora cnopagMyecKmX, BO3MOKHO HMMEKINMX TIeHETHYECKYI0 OCHOBY H
HECOMHEHHO MMEKIINX eHeTHYEeCKYI0 OCHOBY (C YKa3aHHMeM 10/ MyTauMii B pa3JIH4YHbIX I'eHAX)

ciayuyaeB HKM Ilpumeuanue. Children — netu, adults — B3pocisie, sporadic — criopajmyeckue ciydau, probably genetic
— BO3MOXKHO HMEIOIIHE TCHETHYCCKYI0 OCHOBY CIydYaH, NON-sarcomeric — MyTalld B HECAPKOMEPHBIX TeHax, other
sarcomeric — Ipyrue capkoMepHbie ressl [33].
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Genetic Probably Sporadic
Genetic
MYH7 TTN MYBPC3 MYBPC3 Other Non- No mutation No mutation
Single Complex Sarcomere Sarcomere Familial Not familial
1}
CHD Ehgtl}:in 0% 0% 0% 0% 10%
presentation
age in years, 30 = < . et 40
e (0-59) (23-74) (14-76) (0-16) (0-52) (0-69)
P years | 26% 0% 8% 100% 30% 30%
d"yvsfs: el 84% 54% 100% 30% 70%
RV systoli
dysf‘fncfi;‘n 18% 26% 3% 0% 20% 17%
MACE 5% 21% 31% 100% 10% 40%

van Waning, J... et al. J Am Coll Cardiol. 2018;71(7):711-22.

Pucynoxk 1.5. CpaBHeHHe NOArpynn NANUEHTOB B 3aBHCHMOCTH OT Te€HETHYECKOH MU
cnopaagnveckoi npupoast HKM

[Mpumeuanne. CHD — BIIC, presentation age in years, median — memana Bo3pacta Beisiaenust HKM B ronax, presentation
<18 years — BeisiBiienre HKM B Bospacte mitaame 18 ner, LV systolic dysfunction — cuctonmueckas nucdynkuus JDK, RV
systolic dysfunction — cucrommueckast auchynxums [DK, MACE (Major adverse cardiovascular events) — cepaedHo-
cocyaucTbie ocioxHeHus [33].

OnuH U3 apryMEHTOB MPOTUB MPUIUHHO-CIEACTBEHHON cBsa3u Mexay HKM u mro0siM U3 31X
TeHETUYECKUX J1e()EeKTOB 3aKII0YaeTCss B TOM, YTO OJMH M TOT K€ T'CHETHYeCKui aedexr He
ACCOIIMMPYETCS C OJHUM M TeM X (EHOTHUIIOM Yy pasHbIX Jrojaed. Jlpyrue apryMeHThl COCTOSIT B
CJIETyIOIIEeM: HE Beeraa yIaETcsl BhIABUTH ONpPEACIEHHBIA FeHETUUECKUN NeEeKT B CEMEHHBIX CITydasx
3a00JIeBaHUs; B CEMbSIX C MOATBEPKAEHHBIMU MYTALUSIMHU CEPJICUHBIE TPOSIBIIEHUS CHIIBHO BApbUPYIOT;
ectb coobmenuss o npuodbperéHHoM HKM [66]. O cuiIbHOW KOppeNsuu TEeHOTHIT-(DEHOTHIT
cooburanock aumb A myrtanuii B reie HCN4 u HKM, accounupoBaHHBIX ¢ CUHYCOBOI apuUTMHEH
[187], u nnst myranumit B rene LMNA y Gonpubix HKM ¢ xenynoukoBoii Taxukapauein (OKT) nnm
BHe3amHo# cepaeuHoit cmepthio (BCC) [16].

OtHocuTenpHO HemaBHee uccaenoanne K. Miszalski-Jamka u coaBt. (Pucynox 1.6) onuceiBaer
Oombryro kKoropty namueHToB (190 uenoBek crapiue 7 iet u3 174 cemeit, cpeaHuii Bo3pacT 26+16 ner)
¢ HKM u noBbItIeHHO# TpabeKyIIpHOCTBIO (HEKOMITAKTHBIHN CII0M, HE JOCTUTAIONINN KOJTMYECTBEHHBIX
kputepueB HKM JIK), koTopbim Ob11u BbIosiHeHBI MPT 1 TOJTHOAK30MHOE CEKBEHUPOBAHUE C IIEJIBIO
MOMCKa HOBBIX reHeTndeckux npuunH HKM u renotun-genorunmaeckux koppemsaiui [141]. Bceero
6bu10 BhIsBIEHO 138 Mmyranuii B 54 HKM-acconuupoBaHHBIX TeHaX MM JPYTUX T'€HaX, CBS3aHHBIX C
pa3ButieMm Kapauomuonatuii y 102 mpobannos (59%). Mytauuu Oblin 0OHapy>KeHBI U B T'€HaX, O
KOTOPBIX HE coob1manock panee B cBsi3u ¢ HKM, Bkitodast reHbl, CBsI3aHHbIE C CHHIPOMOM yITTUHEHHOTO
QT (KCNH2, KCNEI1, KCNQ1 u KCNJ2), rea FLNC, cBszannsiii ¢ muonarueii, 1 reH MEF2A,

CBSI3aHHBIN C MOBBIMIEHHBIM puckoM pa3Butus MBC. ¥V nmanueHToB ¢ BBIIBICHHBIMHU MYTallUsSMU B
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OTIIMYHMH OT MAalMeHTOB 0e3 HuX Obuia jpoctoBepHO HMke OB JIK, onu mmenu Gobliee KOJIUYECTBO
HEKOMIIAKTHBIX CETMEHTOB, C OOJIbIIIEH BEPOSITHOCTHIO UMETH HEPBHO-MBIIIICUHYIO 00JIE3Hb, y HAX YaIlle
BBISIBIISITIOCH OTCPOUYCHHOE HAKOIUJICHUE TaoJinHus B Muokapae pu MPT (moctoBepHBIX paznuuuii B
BO3pAacTe, TeHJACPHOM COOTHOIIEHUH, YacToTe ceMeHbIX cnydaeB HKM u @K no NYHA nonydeHo He
0b110). JlocToBepHO Oonbiie cpean HUX Obu10 OonmbHBIX ¢ HKM, wem ¢ IIT JDK u, cOOTBETCTBEHHO,
MYTaIH TOCTOBEpHO yate oOHapykuBaiuch y 6omabHbIXx ¢ HKM Hexxenu y manuentos ¢ I1T (76% vs
40%; p <0,001).

OGHapyxeHue Oojiee OTHOM MyTallid KOPPETUPOBAIO ¢ Oo0jiee BBICOKMM COOTHOIIEHHUEM
HKM/KM (1o ecth ¢ Oonbiieii yactoroit BeiaBiacHus HKM, a we IIT), 6osee Huzkori @B, Gonbimm
KOJIMYECTBOM HEKOMIAKTHBIX cerMeHToB JIXK, 1 6osee 4acToro oTcpoueHHOr0 HAaKOTUICHHUS TaI0JIMHUS
(Pucynok 1.7). Hammume myTtanmii B CapKOMEPHBIX T'eéHaxX OBLIO acCOIMUPOBAHO ¢ O0jee YacThIM
BBISIBJICHMEM HEKOMMAaKTHOro ciosg B obmactu MIKIL, oTCpoYeHHOro HaKOMJIEHUS KOHTPACTHOIO
mpernapara, 4To, BEpOSITHO yKa3biBaeT Ha (uOpo3 Muokapaa. beuio mokasaHo, 4To0 MyTalluy HE TOJBKO
BreHe SCNSA, HO U B Ipyrux reHax, OTBETCTBEHHBIX 3a pa3BuTHE cuHIpoMa yanuHéHHoro QT (LQTS),
MOTYT MPUBOJUTH K pa3BuTuio ¢penortuna HKM. B kadecTBe mpuirHBI TaKOH CBSI3M pacCMaTpPUBACTCS
npsiMoe MexoOenkoBoe B3aumojeicTBue reHa LQTS ¢ capkoMepom; MOXKHO TakKe MPEIOIOKUTh
npuobperénnsiii xapakrep HKM B oTBeT Ha HapyiieHre TPOBOIUMOCTH.

Kpome Toro, B 3Toii paboTe caenmaH BBIBOA O TOM, YTO COUYETAHUE PA3IMYHBIX MYTaIUi,
HENaTOreHHBIX B M30JMPOBAHHOM BHJIE, MOXET BbI3bIBaTh WK yTsokeasTh HKM (rumoresa
MYTallMOHHOW Harpy3Ku), YTO MOXET OTYACTU OOBSICHUTH CHIIBHYIO T€HETHYECKYIO I'€TepOreHHOCTh
HKM. ABTOpHI 3aKJII0YalOT, YTO JoKa3aHHOe yBenuueHue cooTHomreHuss HKM/KM c yBennuenuem
YKClla BBISIBJIEHHBIX MYTallMd NOTEHUUANbHO ycTpasser paspbiB Mexay HKM u IIT JDK. Mosxho
npennoynioxkutb, uro HKM u IIT sBrusrotcst ogaum 3aboneBanueM, [IT mpencrasisier coboii MeHee
BBIPOKEHHYIO €T0 (hopMy.

B pa6ore P. Richard u coaBT. y marueHToB, y KOTOPBIX OBLIO BBISBJIECHO 00JIee OJTHOM MaTOreHHOM
MYTaIlH, Tak ke orMedeHa Oosiee Hu3Kass OB (36% vs 47%) u Gonbiuas BeipaskeHHOCTH XCH (OK
XCH>1y67% vs 53%), oqHaKOo 3TH pa3Iu4us B JAHHOM UCCIICIOBAaHUH HE TOCTUTIIN CTATUCTUYECKOM
noctoBepHocTd [179]. YHacToTa BBIABIEHUS MyTalllil B TPYIIIaX NalMEHTOB ¢ OoTAroménusiM o HKM
CEMEMHBIM aHaMHE30M U co criopaandyeckumu ciaydasmu HKM noctoBepHo He paznuyanack. AHanu3
pacrmipenienieHusi MyTalluidi B JaHHOM KOTrOopTe OOJNBHBIX MO3BOJIWI CHENATh BBIBOJ 00 ONpenenéHHOM
cxoacTtBe reHerudeckoro npodwis manueHtoB ¢ HKM u mamumentoB ¢ JIKMII, y KOTOpBIX Takxke

HanOoJiee pacpoCTpaHEHHBIMU MYyTAIMAMU SBIISIOTCS MyTanuu B Tene TTN [39].
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32.5% (n=31)
Patients with one
lild-nnhwk

58% (n=55)

um mutated "

Pucynok 1.6. YacTtora BbISIBJICHHS OJHOM WJIM JABYX M 00Jiee NATOreHHbIX MyTallMil y NAaMEHTOB

¢ HKM. PacnpenesieHue reHoB € 10 YacTOTE BbISIBJEHHSI B HUX ATOT€HHbIX MYTAlM i
IIprumeganne. Not mutated patients — maruieHTs O0e3 BBISIBICHHBIX MyTanuii, patients with one single pathogenic variant —
MAIMEHTHI ¢ OJHOM MaTOreHHOM MyTaIriel, patients with > 2 pathogenic variants — mareHTsI ¢ IByMs 1 00Jice TATOreHHBIMH
MyTaIMsIMHE, sarcomere — capkoMepHbie rensl, channel and related genes — reHsl HOHHBIX KaHAOB, other — apyrue, structure
— CTPYKTypHbIe, desmosome — 1ecMOCOMHBIE TeHbI [179]

NC/C ratio LVEF
Overall P < 0.001 Overall P = 0.01
P <0.001 P=0.00T

I peom P =004 | P =081 P <005
[ !
2.9 iz 53% =y

50% =25
251008
I A3% 2w

22 VOIs 22 VOIs

2,207

0 VoI 1 VoI 2 VOIs

Pucynok 1.7. BiausiHue KoJM4YecTBA MYTAIMA HA BEeJUYHHY COOTHOIIECHUS KOMIIAKTHOIO M
HEKOMNAKTHOro c¢jaosgs (A) m ®B JIK (B); MP-tromorpamMmbl 4eThIPEéX MNANUEHTOB,
AeMOHCTPHUPYIOLIIHE yBeJUYeHHe HEKOMIAKTHOIO CJI0sl ¢ YBeJHMYeHHeM YHcjIa 00HAPYKeHHBIX
myTtanuii (C-F)

TIpumeuanne. NC/C ratio — COOTHOLIEHHE HEKOMIIAKTHOIO M KOMIAKTHOTO cloéB Muokapaa, LVEF — ®B JDK [141]

B pabore kuTalickux aBTOpoB, ormyOnrkoBaHHOH B 2019 T., BliepBbIe CPaBHUBAIOTCS KIMHUYECKHE

MPOSIBIICHUS. U UCXOJbl Y MAIlMEHTOB C MyTallUSIMU B T'€HaX CapKOMEPHBIX, HECAPKOMEPHBIX OEJNKOB U
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663 Hux. Ilokazarenu CMCPTHOCTHU M TpaHCIUIAaHTAllMKW CCpAla Yy HNAUCHTOB C MyTallWiIMU B TI'CHAX
HECAapKOMEPHBIX OENKOB OKa3aJIuCh JIOCTOBEPHO BBIIIEC, YE€M Yy TMAIUEHTOB 0e3 MyTauuid B
HecapKoMepHBIX reHax [40].

B Hacrosimiee BpeMs MpeACTaBIsSeTCS MaJOBEpPOSITHBIM, 4YTOOBI y 3a0o0jieBaHUS C TaKou
pa3HooOpa3HON TeHETHYECKOW MPUPOIOHA U Pa3IMIHBIMU MOJIEKYJISIPHBIMH MEXaHH3MaMM peau3aliu
Obula eaMHas TpUYMHA HApyIIEHWs pa3BUTUsS MuOKapia. [lpenmonaraior, dYro (eHoMeH
HEKOMIIAKTHOCTH MHOKapAa SBJSETCS BapHaHTOM YHHUBEPCAJIbHOTO OTBETa HA PaccoriacoBaHUeE
MOJICKYJIIPHBIX CHUTHAJIOB B AMOpHOreHe3e, paccTpoicTBa MeTtabonu3Ma, (QyHKIHOHATBHYIO

neperpy3Ky WiH HECOCTOSATENILHOCTh CAPKOMEPHBIX WM CTPYKTYPHBIX O€TKOB MUOKap/a [9].

1.4. Kiaununuyeckue nposiBjenns HKM

Knunnueckue npossienuss HKM pasznooOpasuel. HKM MmoxeT mporekarb 6ecCUMITOMHO, HO
yaile BCero JUarHoCTUPYETCsl IPU MOSIBICHUN CUMIITOMOB WJIM Pa3BUTUHU OCJIOKHEHHH, K KOTOPHIM B
HACTOsIIIIEE BpeMs OTHOCAT «Kiaccuueckyio» Tpuany — XCH, aputmum, TpomOGosmOonndeckue
cobbitus. Ocnoxknenuss HKM  moryr ManudectupoBaTb OO0NbI0 32 TPYAMHOH, OJBIIIKOM,
cepauedreHneM, 0OMOPOKOM, OTEKaMU HOT, CHHYKEHUEM TOJIEPAHTHOCTH K (PU3NYECKUM Harpy3Kam,
uH(papKTOM MHUOKapaa, aprepranbHbiMu sMOonusmu wi BCC [66].

Cepoeunan nedocmamounocms. Oxono 2/3 nanuentoB ¢ HKM umeroT npusHaku cepaedHoit
HenoctatouHocTH [ 120]. Kak roBopusock Beilie, npuunHa cucronuueckoit qucdynkuun JOK no konma
HE SICHAa, B KaueCTBE BO3MOXKHOM MPHUYMHBI pacCMATPUBAIOT CYyOIHAOKApAMANBHYIO Trumnonepdysuto,
HECMOTpPS Ha HEU3MEHEHHBIE KOPOHapHBIE apTepuu. pyroit npudrHoOi HapymeHus cokpatumoctu JDK
MOXKET OBbITh TpeolOnaganue (YHKIMOHATLHO HECOCTOSTENLHOTO HEKOMIIAKTHOTO CJIOST  Hajl
KOMITaKTHBIM. JlacTonuueckas AucyHKIHM HaOM0Janach y NOJOBUHBI U3 34 MAIlEHTOB B OJJHOM M3
caMbIX paHHux uccinenoanuit HKM [120].

Hapywenusa pumma u npogooumocmu u éHe3annasa cepoeunas cmepmsy. Hanbonee yactoimu
HapyleHusaMHu putMa y nauueHToB ¢ HKM sBistores xeiny04KkoBble apuTMHUM ¢ 4acToTon 18 — 47%
cpenu B3pocibix U 0 — 38% cpenau nmereit [37, 197, 172]. [lo maHHBIM CHCTEMAaTHYECKOTo 0030pa
mutepatypsl yactoTa JKT (HeycToitunBoil u ycTtoiunBoii) cocraBuna 38% (Pucynok 1.8) [93].

[Tpu HKM onmcanbl pa3nuyHble Kenyn109KoBbie apuT™Mun — JKT 13 0071aCTH BRIHOCSIIETO TPAKTa
IDK, XKXT neBo- u mpaBokenynoukoBoit mopdomoruii, dhacuuxynsapHas XXT, nBynanpasnennas KT,
nonumMopduas XKXT u dubpumsanus xxemynodkos [24, 62, 82, 166]. TouHbII MEXaHU3M KETYJOUYKOBBIX
apuTMuil He onpenenéH. IlpennonararoT, 4To HapyLIEHUE Pa3BUTUS MIPOBOIALLEH CUCTEMBI Cepala B
SMOpHOTeHe3e U CYUIECTBOBAHUE IIYOOKHX MHTPATPaOEKyJSPHBIX JIAKYH MOKET Ipeapacrnojaratb K

Pa3BUTHIO TOBTOPHOTO BXOJa BOJHBI BO30YXAeHHS (re-entry TpOBEIACHUS). Kpome ToroO,
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KEIyJAOYKOBBIC HAPYIICHHs] PUTMAa IO MEXaHU3My MHKPO re-entry MOTYT OBITh OO0YCIIOBIICHBI
AIIEKTPUUYECKON HEOHOPOIHOCTHIO MHOKAp/1a BCIICICTBUE CHIDKEHUS Neppy3un U pa3BuTHs Gudpo3a B
cyOsHIoOKapauanbHOM ciioe [24]. Hanwune Mmo3aHMX JKETyIOYKOBBIX MOTEHIIUAIOB WM YyIJTUHEHUE
unrepBana QT, takxke BcTpevaromuecs npu HKM, MoryT npoBonupoBath pa3BUTHE KEITYTOYKOBBIX
HapymieHnid putMa u BCC. Jlnf OnEHKHM NPOTrHOCTUYECKOTO 3HAYEHMS KEIyJAOYKOBBIX apUTMHN
HEOOXOIMMBI JanbHEWIue wuccnenoBanus, onaHako Hamuuue KT, mNo-BUAMMOMY, CBSI3aHO C
MOBBIIICHHBIM PUCKOM CMEPTH U TpaHCIUIAHTALUU cepAla. B uccrnenoBanuu 65 B3poCiIbIX HA OCHOBE
MHOT0(aKTOPHOTO aHajIn3a ObLIO MPOJIEMOHCTPUPOBAHO, UTO ycToiuuBas JKT aBisercs He3aBUCUMBIM
(axTOpPOM pHUCKa CEPICUHO-COCYAUCTON CMEPTH WITU TPAaHCIUIaHTaMu cepaua y 6oiapabx ¢ HKM (OLI
=10,1, p=0,004) [200].

XOTsI MEXaHU3M PA3BUTHUS CYNPABEHTPUKYJIAPHbIX apuTMuil ipu HKM HenoHsATeH, OHM Takxe
BcTpevaroTcs y nmarueHToB ¢ HKM. 1o manasiM nccnenosanuit B. C. Weiford u coast. (2004 1.) n
M. Ritter u coaBt. (1997 r.) Hambonee yacTo BcTpedaercs mepuarenbHas aputmus (MA) —y 29%
6onbHBIX. B 1pyrux uccnenoBanusix cooOraercs o 6onee Hu3Kkon yacrore MA — ot 5% 10 26% [27,
38, 134]. Cnyuau pa3sutust MA y nereit He onucanbl. [Ipeamnonararot, 4to MA MOXeT OBITH CBsI3aHa
¢ BTOpUuYHbIM Mo oTHomeHWI0 K XCH yBenudyeHueMm mpeacepauii Uiau ¢ MEPBUYHBIM MOPAXKECHUEM
MHOKap/a Ha (poHe MUOTIATHH WM MOPAKEHUSI NOHHBIX KaHainoB. Hanmnune MA y nmanuentoB ¢ HKM
accouuupoBaHo ¢ Oomnbiieit BeipakeHHOCThI0O XCH, Gonee Beicokum @K mo NYHA u cHmkeHuem
cucrommueckon pynkiuu (p = 0,01). CmepTHOCTS ManeHToB ¢ MA OKa3ajach BBIIIIE 110 CPABHEHUIO C
nanuentamu 6e3 MA (p =0,012) [27]. Cuaapom Bonbda-Ilapkuncona-Yaiita y B3pOCiIbIX BCTpEYACTCs
He Tak 4acTo — 10 3%, B orinume ot 13 — 15% y nereii [197]. CCCY mMoxeT ObITh IEPBbIM KIMHUYECKUM
nposinenneM HKM [37]. biiokanel Hokek myuka ['uca Bcrpedarores y 26 — 56% B3pocasix c HKM n'y
15 —25% nereit c HKM [197].

Yacrora BCC no gaHHbIM pa3HbIX HcciieqoBaHui BapbupoBaia oT 0 1o 18%, BeposTHee Bcero
BCJICZICTBUE PA3IU4Mil B UCCIEAYEMBIX KOTOpTaxX u cpokax HaOmoaeHus (Pucynox 1.8) [37, 38, 70, 92,
95, 120, 125, 134, 200]. BCC pa3zBuBaetcs y neteit ¢ HKM c gacroroit 1o 13% [197]. Cpenu npuuun
cmeptu Ha goito BCC moxer npuxoautsest 10 50%, 4To TOBOPUT O BaXKHOCTH IPUMEHEHHU S IEPBUYHON
u BropuuHoi mpodmmaktuku BCC y 6ompubix ¢ HKM [38, 92, 95, 120, 125, 200]. ®akrops! pucka BCC
TOYHO HE OIpEe/IeIeHbl, OJTHAKO B HACTOSIEE BpeMsI K HUM MOXHO OTHECTU CHUKEHHE CHCTOIMYECKOM
¢ynkuun JOK, yBenndyenue pazmepoB JUK, Hannume xemynoukoBsix aputMuit [38, 120, 125, 200].

Onpenenenne QakTopoB pucka cmeptd, B Tom uucie BCC, 3arpylHEHO BCIEICTBUE
dbenotunmyeckor rereporeHHocty HKM, oTcyTcTBHsI €IMHBIX OOIMIENPU3HAHHBIX JHATHOCTHYECKUX
KPUTEPUEB, OTCYTCTBHS PaHAOMU3HPOBAHHBIX KOHTPOJIUPYEMBIX HccienoBaHui. Bo3pacT BhIsBIeHUS
HKM (3a uckmoueHuem aereil B Bo3pacte 10 1 roja), JIOKaau3alusi U CTEIECHb PaclpOCTPaHEHHS

HCKOMITAKTHOTO CJI0A, CTCICHb COOTHOLICHHA HCKOMIIAKTHOI'O K KOMITAKTHOMY CJIOKO B HACTOAIICC
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BpeMsi HE OTHOCAT K (akropam pucka cMmepTH. [loaTBep)kIeHHS NPOTHOCTHUECKOW 3HAYMMOCTH
¢ubposa muokapaa no ganHeIM MPT y manueHToB ¢ apuTMUSIMHU U O €r0 KOPPEJISIIHUHU C JIETATbHOCTHIO
B HACTOSAIIEE BPEeMs HET.

Yacrora paznuunbix u3meHenuit Ha DKI (yomuaenue PQ, QT, nenpeccus cermenta ST, moabém
cermenTta ST, uaBepcus 3youa T, HU3KUI BOJIBTaXK, CHHIPOM paHHEH pernossipu3annn) Benuka — 10 94%
y B3pocibix 1 88% y pereit [197]. Usmenenust Ha OKI' mmpoxo pacnpoctpanens! y nauuestos ¢ HKM
U MOryT OBITh CBSI3aHBI C MEXaHU3MaMH apuTMOreHe3a, modTtomy 3amuck OKI' BaxkHa c

JTUAarHOCTHYECKOUM U MMPOTOHOCTHYECKOM Touek 3penus (Pucynok 1.9) [124].

Stollberger &
Chin et al® Ichida et al® Brescia et al’® Ritter et al® Oechslin et al'”’  Murphy et al*” Finsterer’ Aras et al*’
Patients (n) 8 27 242 17 34 45 62 67
Median age (y) 7 5 7 (mean) 45 42 37 (mean) 50 (mean) A1
Median follow-up {y) — 6 4 2.5 (mean) 3 (mean) 2.7 — 25
ECG abnormalities (%) 88 88 87 88 94 91 92 88
VT (%) 38 0 17 47 41 20 18 36
AF (%) — — 1 29 26 7 5 12
Atrial flutter (%) 0 0 2 — — — — 0
Atrial tachycardia (%) 0 0 & — — — 3 0
Supraventricular tachycardia (%) 13 7 8 — — — 0 0
Mortality (%) 38 7 13 47 35 2 — 15
Sudden death (%) 13 0 6 18 18 2 — 9

Pucynok 1.8. HacTtora HapymeHuii putMa u cMeptH cpean 60abHbIX ¢ HKM 1o 1aHHbIM pasHbIX

HccJae10BaHui
[Ipumeuanue. Patients — manuenTsl, median age — cpeanuii Bo3pact, median follow-up — cpenuuii cpok nadmoanenus, ECG
abnormalities — otkionenust ot Hopmbl Ha OKI' , VT — XKT, AF — ¢pubpwisauus npencepauii, atrial flutter — rpeneranne
npeacepamy, atrial tachycardia — npeacepanas taxukapaus, supraventricular tachycardia — HajpKeTy10UKOBast TAXUKAPIUS,
mortality - cMepTHOCTB, sudden death — BHe3anHast cmepTh [124]

Adults Children
ECG Findings (n = 78) (n = 242)
Normal result of ECG 10 (13%) 32 (13%)
Right bundle branch 2 (3%) 10 (4%)

block
Left bundle branch 15 (19%) 1(<1%)
block
WPW 2 (3%) 20 (8%)
Left axis deviation - 21 (9%)
LV hypertrophy 30(38%) 87 (36%)
RV hypertrophy 5 (6%) 13 (5%)
P mitrale 20 (26%) 17 (7%)
P pulmonale 12 (15%) 28 (12%)

First-degree AV block 12 (15%) 2 (1%)
Complete AV block 2 (3%) 2 (1%)
ST-segment changes 48 (61%) 82 (34%)
T-wave inversion 32(41%) 78 (32%)
QTc prolongation 40 (52%) 22 (9%)

Pucynok 1.9. Hacrora n3menennii Ha JKI' y 6o1bHb1Xx ¢ HKM
[Ipumeuanune. Normal result of ECG — HopmansHast OKIT', right bundle branch block — 6rokana ITHIIT, left bundle branch
block — 6noxana JIHIIT, WPW — cuanpom Bonbda-ITapknncona-Yaiita, left axis deviation — orkionenune 90C Bneso, LV
hypertrophy — rumeprpodus JUK, RV hypertrophy — rumeprpodus 1K, first-degree AV block — AB 610kana I crenenn,
complete AV block — nmonnas AB 6mokana, ST-segment changes — m3menenus cermenta ST, T-wave inversion — HHBepCHS
3yoma T, QTc prolongation — yamiaenue natepBana QT [124]
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TpomoboIimoonuueckue ocnoxyncnenun. TpomOb1 MOTYT 00pa3oBbIBaThCs B mostoctu JIK B cirydasx
TSOKETON CUCTOIMYECKON TUCHYHKIIMH, OCOOCHHO B IITYOOKHUX MEXTPAOCKYISPHBIX JIAKYHAX, a TAKXKE B
nosioctu JIIT y marmenToB ¢ MA. TpoM0603MOOIMYECKHE OCIOKHEHHUSI MOTYT TMPOSIBUTHCS B BHUJIE
OCTPOrO HapyImieHus: Mo3roBoro kpoBooOpamenuss (OHMK), TtpaH3uTOopHO#N HIIEMHUYECKOW aTaku
(TUA), uadapkra Muokapaa, movkH, cee3¢HKH OpbiKeeuHOro HH(papKTa BCIEACTBUE TPOMOOIMOOTUN
B Me3eHTepuanbHbie aprepun [197]. Puck TpomMo0600OpazoBaHuss MOMXKET OBITh JOMOJHUTEIHHO
MOBBILICH Y JIIOAEH CO CHI)KEHHOH JBUraTeIbHON aKTUBHOCTbBIO, HAIPUMED, Ha (DOHE COMYTCTBYIOLIUX
HEHPOMBIIIIEYHBIX 3a00JIEBaHMM, accolualus ¢ KOoTopeiMH xapaktepHa mist HKM [85]. Yacrora

TpoMO03MOOIHi BapbupyeT B nuanazone 13 —24% y B3pocabix [70, 120] u ot 0 1o 38% y nereit [197].

1.5. marnoctuka HKM

Huarnoctuka HKM ocnoBana Ha pgaHHbix OXoKIT m MPT, pexe MCKT cepaua. B
nuarHoctrueckue kpurepun HKM B HacTosiiee BpeMst BXOAAT TOJNBKO Pe3yJIbTaThl BU3yAIU3UPYOIINX
METO/IOB, HO He KIIMHUYECKUE MpU3HAKu. HeKoTopble aBTOpPhI CYMTAIOT, UTO cama 1o cebe n30bITouHas
TpabekymspHocTh Muokapaa JDK, koTopasi MokeT OBITh BBISIBJICHA Y O€CCHUMIITOMHBIX 3/I0POBBIX JIUII,
HE MOXET CIYKUTh €IMHCTBEHHBIM KpUTEepUeM auarHoctuku cuaapoma HKM [105].

B Hacrosimiee BpeMsi HeT €IMHCTBEHHBIX OOIICTIPUHITHIX TUArHOCTHYCCKUX KpuTepue 11t HKM
U CYIIECTBYET IO MeHbIIe Mepe cemb rpynn kputepueB (Tabmuua 1.3) — tpu ans OxoKI, tpu ans
MPT, omuu nns MCKT. B Hacrosiee Bpemsi Bce mupe ucnonbdyercs MPT, koropas mosxer
IIPEOJI0JIETh HEKOTOpPbIe orpaHndeHuss DXOKI' — orpaHuyeHust B BU3yalu3alMM BEPXYLIKH cepAala U
MOpor HEJAOCTAaTOYHOE KadecTBO wu3o0paxkeHus [54]. C omHOW CTOPOHBI, MPOrpecc B TEXHHUKE
BU3YyaJIM3aIlH cep/lia 0e3yCcI0BHO IIOMOTaeT TMarHOCTUKE, HO C IPYTOil CTOPOHBI, KPYITHBIE KOTOPTHBIE
UCCIICIOBAaHMSI TTOKA3bIBAIOT, YTO JWArHOCTUYECKHE KPUTEPUH, OCOOCHHO npumeHsemble npu MPT,
IPUBOAAT K OOJBIIOMY KOJMYECTBY JIOKHOIMOJOXKHUTEIbHBIX pe3yibTaroB [83]. Jlmarnoctuueckue
KPUTEpPUH, OCHOBAHHBIE MPEUMYILIECTBEHHO HA COOTHOLLIEHUH HEKOMITAKTHOIO K KOMIAKTHOMY CJIOIO,
MMEIOT HEIOCTATKHU, CBSI3AHHBIE C OTPEIIHOCTIMU B U3MEpPEHUSX [66].

[Tpu ayroncun HKM nuarHoctupyercst mpu oOHapyXeHUH TpEX U Oosee TpabeKys, HE3aBUCUMO
OT HaJIM4us WIK OTCYTCTBUS APYTOM MAaTOJOIMM CEpALa U TONIMHBI HEKOMIIAKTHOTO cios [113].

Bricokas pacnipoctpanénnocts BoisiiaeHuss HKM (10 40%!) B HacTosiiiee BpeMs CTaBUT BOIIPOC
o ToM, sBisiercs 11 HKM camocTosTensHON HO30I0THEH, STTH(EHOMEHOM WITH MPOCTO aHATOMUYECKOM
ocoberHocThI0. B paborte J. R. Weir-McCall u coasr. (2016 r.) MPT cepaua nposeaena 1480
310pOBBIM BoOJIOHTEpaM crapiie 40 net, nmo kpaitHei Mepe 1 nuarnoctuueckuid kpurepuii HKM 6pu1
Haiinen y 14,8%, 4 xputepus — y 1,3%, Ha ocHOBaHMM 4ero ObUI clejaH BBIBOJ JIMOO O HU3KOM

cnenupUIHOCTH COBpeMeHHbIX MP-kputepueB 1100 0 TOM, 4TO HEKOMIAKTHBIM MHUOKap[ SIBJISETCS


https://www.ncbi.nlm.nih.gov/pubmed/?term=Weir-McCall%20JR%5BAuthor%5D&cauthor=true&cauthor_uid=27855805
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aHaTOMHYECKUM (DEHOTHUIIOM, a HE OT/AEeNbHOI Kapauomuonarueil. B padore R. H. Anderson u coasr.

(2017 r.) aBTOPBI MUIITYT O TOM, YTO MOSBISIETCS BCE OOJBIIE JOKA3aTENIbCTB OTCYTCTBHUSI B3aUMOCBSI3U

Mexy BbisBieHneM HKM u yBenumyeHueM prcka cMEpPTH, pa3BUTHEM apUTMHUIN U UHCYJIBTOM; MHOTHE

U3 TeX JIojAeH, y KOTopwix BbIsBIeH HKM, KiIuHMYECKH 310pOBBI, U caMO MO ce0e BBISIBICHUE

noBeillieHHONW TpabekymsapHoctn / HKM 6e3 onenku ®B JDK OGecnone3no. Takum oOpa3om, B

HaCTOHH_[I/Iﬁ MOMCHT HCAOCTATOYHOCTHL TOJIBKO JIMIIb BU3YAJIbHBIX KPUTCPUCB IOUATHOCTUKU JISA

noctaHoBkHu guargo3a HKM cTaHOBUTCS OYEBUIHOM.

Ta6auna 1.3 — Kpurepun, npumensiemble A5 nuarioctuku HKM

ABTOPBI
(ronx myOnuKarym)

Kpurepuu

Meton BU3yanuzaiuu
cepaua

Melendez-Ramirez G. u
coanT. (2012)

2,2, B KOHIIE NHACTONbI, MO KpaiHel Mepe B IBYX
cermenTax JDK.

. Brictymatomue TpabGekynbl u  TiiyOokue BnaauHbl | OxoKIT
Chin T. K. 1 coasr. (1990) ynaiotime - Tpaeiy y A
(makyHb1);
cootHomenne X:Y <0,5, rme X - paccrosHUE OT
3MUKapaa J0 JHa BIAJIUHBI MEXAy Tpabekynamu; Y - OT
SMUKapa A0 BEPXYUIKU TPAOEKYJIbI;
M3MEpEeHHS TPOBOAATCS B KOHIIE JHACTOJIBI
. Muoxkap COCTOUT U3 IBYX CIIOEB; Ox0KTI"
Jenni R. u coagr. P2 ABY ’
(2001) COOTHOIICHHE  HEKOMIIAKTHOTO ¥  YIDIOTHEHHOTO
Muokapza 6onee 2:1;
oOHapyxeHHe Ooyiee TPEX BBICTYMAIONMUX TPAOCKYT C
MEXTPaOCKYISPHBIMH TMPOCTPAHCTBAMHU; OTCYTCTBUC
COITYTCTBYIOLINX NATOJOTHI Cep/IIa;
KPOBOTOK B MEXTpaOeKyJIIpHBIX IMPOCTPAHCTBAX MpHU
[[BETHOU AomIuieporpaduu;
HU3MEPEHHS MTPOBOAATCS B KOHIIE CHUCTOJBI M3 KOPOTKOMH
rapacTepHalbHOW MPOEKIINH;
. Muoxkap COCTOUT U3 IBYX CIIOEB; Ox0KTI"
Stollberger C. u coapr. P N By ’ .
(2002) HEKOMIIaKTHBII cioi Ooiplie  YIDIOTHEHHOTO
(KOMITaKTHOT0);
oOHapyxeHHe 00iee TPEX BBICTYIAIONINX TPAOCeKYT;
KPOBOTOK B MEXTpaOeKyJISpHBIX IMPOCTPAHCTBAX MpHU
IIBETHOMH Jomieporpadun
MakcuManbHas TOJIIWHA KOMITAKTHOTO cJ0sg MHOKapaa | OxoKI
Gebhard C. wu coasr. HI . . P
(2012) B CUCTONY < 8 MM (JIOTIOJTHUTEIIBHBIN KPUTEPUIA)
CooOTHOIIEHNE HEKOMITAKTHOTO €0 K KOMIAakTHOMY => | MPT
Petersen S. E. u coasr. 23 B KOHLE MHACTONLL
(2005) ’ Hea
. CooTHollleHHEe MacCchl HEKOMIAKTHOTO Muokapaa k | MPT
Jacquier A. u coasr. 0
Macce KoMmakTHoro > 20%
(2010)
CooTHollleHne HEKOMITAKTHOTO CJI0SI K KOMITakKTHOMY > | MPT
Stacey R. B. m coaBr. 23 B KOHILE CHCTONEL
(2013) ’ H
CooTHOIIEHUN HEKOMIIAKTHOTO CJI0Sl K KoMIakTHOMY > | MCKT



https://www.ncbi.nlm.nih.gov/pubmed/?term=Gebhard%20C%5BAuthor%5D&cauthor=true&cauthor_uid=22883316
https://www.ncbi.nlm.nih.gov/pubmed/?term=Melendez-Ramirez%20G%5BAuthor%5D&cauthor=true&cauthor_uid=22981859
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Ixoxapouozpagua. B Hacrosee Bpemsl CYLIECTBYET 3 TPYMIbI 3XOKapAHOTrpapuuecKux
kputepueB quarno3za HKM (Tabmuna 1.3). [lepsoie kpurepun 6butn npeanoxkens! T. K. Chin u coasr.,
OHHM JTOBOJILHO CJIOXHBI, IO3TOMY HCIOJIB3YIOTCS peako. BTopas rpymnmna kputepres Oblia onucaHa
R. Jenni u coaBt. (1Beiiapckue KpUTepun), ¢ 4eTbIpbMs MyHKTamMu Juist fuarHoctTuku HKM (Ta6nuna
1.3). HemocraTkoM MIBEHIIAPCKUX KPUTEPHUEB SIBISETCS TO, YTO OHM OCHOBAHBI Ha M300PAXKEHUAX M3
[apacTePHAIBHOIO JOCTyla II0 KOPOTKOM OCH M, CJIEJOBAaTeIbHO, MOTYT IPUBOAUTH K
runepauarnoctuke HKM, Tak kak B 3TON MJIOCKOCTH CIIOXKHO OTJIMYUTH TPaOEKyJsIbl, ManuUIsIpHbIE
MBIIIIB U abeppaHTHbe TONOCHl [66]. Kputepun, omucanubie C. Stollberger m coaBT. (BeHCKHE
KpUTEpPHH), BKJIIOYAIOT B ce0s oOHapyxkeHHe Tpéx U Ooyee TpaOekysl C BBIABICHHBIM
MEXTPaOCKYyISIPHBIM KPOBOTOKOM M JIBYCIIOMHOM CTPYKTYpbl MHOKapnaa, Hpu 4éM coOIIofeHue
KOJIMYECTBEHHOTO COOTHOHIEHHS 2 K 1 HEKOMIIAaKTHOIO K KOMIIAKTHOMY CJIOI0 HE SBIISETCS
00s3aTeNbHBIM, MTOCKOJIbKY BU3yalbHasl OLEHKa JAHHOTO COOTHOIIEHUS CHJIBHO 3aBUCUT OT KadecTBa
u300pakeHust 1 Mecta usmepenus [66]. B 2012 roay npeanoxxeH ponoiaHuTenbHbid DxoKI -kpurepuit
st iuarHoctukn HKM — MakcuManbHas TOJNIIKMHA KOMIAKTHOTO €10 MUOKap/a B CUCTONY < 8 MM
[161].

HecMoTpst Ha TO, uTO B pyKoBoJCcTBe AMepukaHckoro odmiectBa mo OxoKI' pexomeHmoBaHO
U3MEpPEHHE KaMep cepilla U TOJIIMHBI €ro CTEHOK B KOHIIE auactoibl [160], Bompoc o ToOM, B KaKyro
dazy myume uzMepsaTh tonmuay HKM, we pemén. B 2015 romy Obuto mMpoBEACHO HUCCIIEOBAHHE,
HaIpaBJeHHOE Ha Pa3pabOTKy COIJIAIICHUS 10 MOBOMY 3XOKapauorpaduueckoi nuarHoctuku HKM.
Tpems Bpauamu wu3 2 pas3HbIX 3XOKapauorpaduueckux jgadbopaTopuil ObUTM MPOCMOTPEHBI 3alUCH
OxoKTI -uccnenopanmii 100 mamuenToB (M3 HUX 51 mamueHT ¢ NepBHYHBIM auarHozoM HKM);
MCCJIEI0BATEIHN HE 3HAJIM HU O MIEPBOHAYaIbHOM JAUArHO3€, HU O pe3yJibTaTax APYyTrUX HCCIEA0BaTENEH.
OnrHAKOBBIMHU PE3YJIBTATHI OKa3aIUCh Bcero B 53% cimydaes (n = 29) ¢ HKM u B 67% 6e3 HKM (n =
36). Takum oOpazoM, MHEHHUs Bpayell pazomnuiuch B pe3ynbrarax 35 OxoKI-uccrnemomanuii. [Tpu
nepecMotpe crnopHbeix DXoKI -3ammceit cornamenue Ob10 gocTUTHYTO emié B 8 cmydasx HKM u 16

ciydasix 6e3 HKM, 11 cnyuaeB Tak u octanuchk ciopubivu (Pucynok 1.10, 1.11) [85].



29

LVHT LVHT Initial

Yes No n_| lai .
n=51 n=49 Diagnosis

n=3 n=2
n=27 n=33

LVHT LVHT -

Yes n=21 n=14 No F|rSF
n=29 n=36 Review

Discordant
n=35
n=8 n=11 n=16

LVHT LVHT LVHT Joint

Yes Questionable No 0 m'
n=37 n=1 n=52 Review

Pucynok 1.10 Xon ucciiegopanust no paspadorke corjiameHus Mo nNoBoay
Ixokapauorpapuyeckoi nuarnocruku HKM
IIprmmeganne. LVHT — mossimennas tpabexymspaocts JOK (HexkommakTHOCTB), discordant — pasnmudHbIe TUATHO3HI,
questionable — comHUTENBHO, initial diagnosis — mepBoHAYANBHEIN TUarHo3, first review — mepeoe nposeaenne 3xoKI', joint
review — coBMecTHBIN repecmotp DXoKI [85]

Pucynok 1.11. AnnkanbHas 4eTbIpEéXKaMepHasi IPOEKIUs cepAna B cUCTOay (A) M B

auacrouy (B) manuenTa ¢ nepeuynbiM quarnozom HKM
IIprmmeuanne. [Tocne nmepecmoTpa 1 mpoBeaeHus moBTopHOH 3X0KI trarno3 HKM 0511 CHAT B CBSI3H € T€M, YTO TPaOeKyJIbI
B JDK BUIHBI TOJNBKO B cHCTONy. B nmuactonmy BuaHa TpaOekylspHOCTh Bepxymku JIXK, HO He nBycioiHas CTpyKTypa
Muokapa [85]

B BeIBOmax 91Ol paboThl MOAYEPKHYTAa HEOOXOAMMOCTb TPHUHATHA MEXKIYHApOIHBIM
cooOuiecTBOM enuHbIX KputepueB juarHoctuku HKM wu  TecHOoro corpyaHuuecTBa Bpadei-
KJIMHULIMCTOB U Bpaued Y3-auarHocTHkH. B Oonee paHHeM peTpOCHEeKTHBHOM uccienoBanuu 104
nanueHToB ¢ HKM npouent cornamenus B auarHoze HKM mexny nasyms Bpayamu Y3U coctaBun
aub 67% [163].

W3 HOBBIX 3XOKapAHOTrpapUuEeCKUX METOJ0B, KOTOPHIE MOTYT ITOMOYb B IIOCTAHOBKE JHAarHO3a
HKM, cnenyer ynomsanyts speckle tracking 9xoKTI', Tpéxmephnyro s3xokapanorpaduio 1 KOHTPACTHYIO
Ox0KI [98]. [Ipumenenue speckle tracking 9xoKI" mo3BosisieT BBISIBUTH OTCYTCTBHE (DH3NOIOTHIECKOTO

CKpyuuBaHusi BoJIOKOH Muokapna JDK, korma ckpydynBaHHMe Ha OCHOBAaHHMM CepAla U BEPXYILIKE
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MPOUCXOIUT paszHoHampaBieHHO; nmpu HKM ke BpamieHue 0a3albHBIX U alMKaIbHBIX CETMEHTOB
MPOUCXOJIUT B OJHOM HampaBlIeHUH. Bricokas dyBCTBUTENBLHOCTH (88%) u cnenuduunocts (78%)
aHOMaJIBHOTO CKpyumBaHUs Muokapna (rigid body rotation) mis muddepeHnmanbHON TUArHOCTUKH
HKM wu IIT, BeisiBneHHas B ucciuenoBanuu B. M. van Dalen (2011), mo3Bonmia aBTopaM caenaTh
3aKJII0OYEHHE O XOpolIel mporuoctuueckoi neHnoctu speckle tracking 3xoKI™ ans nuarnoctuku HKM.
B uccnenoanuu F. Peters (2014 r.) pacnpocTpaHEHHOCTh aHOMATBHOTO CKPYYHBAHUS MUOKApIa CPeIn
nanueHToB ¢ HKM okazanace Huxe u coctaBmia 53,3% 1o cpaBHeHUIO ¢ 83% B uccIe10BaHUU

B. M. van Dalen (2011 r1.). HeOGompmoe wuccnenoBanue (detBepo OompHBIX ¢ HKM)
MPOJEMOHCTPHPOBANIO TpeumymiecTBa TpéxmepHo IOXoKI B Bume Oosiee u4€Tkol BHU3yalu3anuu
KOMIIAaKTHOTO ¥ HEKOMITAKTHOTO CJIOEB, 00Jiee TOYHOTO OMpeeNIeHUs KoarmuecTBa Tpadbekyn [192].

Maznummno-pesonancnaa momozpagpua cepouya. B CBA3M ¢ OTCYTCTBUEM €IHMHBIX
IXOKapAnorpauuecKux KpUTEpHeB, HE BCErJa ONTHUMAaJIbHOM BH3yaiau3alued, 0COOEHHO BEPXYIIKH
cepana, npu DxoKI', Gonbinre Hamexapl B tiane BoisiBneHuss HKM Bosnararotcst Ha MPT, koropas
o0nasaeT BBICOKMM TPOCTPAHCTBEHHBIM pa3pelICHHEM H XOpPOIIO BHIMMOW TpaHHUICH MEXTY
TpabekynamMu U KpoBbio. B 1997 1. HEKOMIAKTHBIA CJIOW MHOKapaa ObUT BIIEPBBHIC BBHISBICH MU
npoeaeann MPT cepama [75]. B 2009 r. mpoBeneHa oTeuecTBeHHas: paboTa MO COMOCTaBICHUIO
pesyabtatoB OXOoKI' m MPT pgns aumarnoctuku HKM, kotopas mnokaszana, 4TO CETMEHTHI C
HEKOMITAaKTHBIM MHOKapJIoM U BenuunHa cooTHomenuss HKM/KM, nonydennsie nmpu OxoKI' u MPT,
copnagaror [12]. Bnawame B MP-uccnemoBanmsax ans  BeisiBiaeHus HKM  wucnonb3oBaiuch
axokapauorpaduieckue kpurepuu. CoocTBenHbie MP-kpuTepun O0butH nipeaoxkensl B 2005 T.

S. E. Petersen u coaBt. CootrHomenne HKM/KM n0omkHO OBITH M3MEPEHO B KOHIIE TUACTOJIBI IO
JUIMHHON OCH W COCTaBJISITh YyTh BbIIe TakoBOro mpu IDxoKI — 2,3 B omHOM m 0ojiee cerMeHTax
(4yBCTBUTENBLHOCTH — 86%, cienupuaHocTh — 99%) [116].

Onmnako B 2010 1. A. Jacquier u coaBT. mpemtoxmmn kpurepun auarnoctukn HKM Ha ocHOBe
n3mepennss mMaccel HKM, cunTtas, 4To 3TOT Ka4eCTBEHHO HOBBIM IIOJXOJ] TO3BOJIAT H30€kKaTh
orpanuueHuii kputepues S.E. Petersen, koTopsle sBIsItoTCS 10 cyTH agantanueil OxoKI -kpurepues u
TaK ’kK€ OCHOBAaHbI HA U3MEPEHUH COOTHOIIIEHUS CIIOEB. B pesynbrare uccienoBanus A. Jacquier v COaBT.
OBLIIO MOKa3aHo, YTO Macca HeKoMIakTHON yacTu Muokapaa JDK, npesimaromas 20% oT o01ieit Mmaccol
JIK, ouenennas c nomouibto MPT, siBnsieTcst BeicokouyBcTBUTENbHOM (93,7%) 1 cieunduunoii (93,7%)
st muarnoctukd HKM [123].

IByms rogamu mozxe M. Grothoff 2012 (Pucynoxk 1.12) cpaBHuBanu B cBoeit paboTe MarueHToB
¢ HKM JDK, TKMII, JIKMII u KOHTpOJBbHOW TIpyIIION 30POBBIX JIOAEH U MPOAEMOHCTPUPOBAIU
BBICOKYIO UyBCTBUTEIBHOCTH (91%, 91%) u ciertuduanocts (100%, 91%) aist mokazareneii mporeHTa
Macchl HEKOMITAKTHOTO MHOKap/a Bhime 25% u ungekca maccsl HKM 6ombmre 15 r/m? [194]. Taxxke

OBUIO TMMOKa3aHO, YTO OOHapykeHUe Tpalekyn B Oa3aibHBIX cerMeHTax muokapaa JIK nanbGonee
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cnenuduuno ans HKM. B sToMm nccnenoBaHuu M3y4anoch OTCPOYCHHOE HAKOIUICHUE TaJOTUHUS B
MHUOKapJIe, OJTHAKO HU y KOTO U3 601apHBIX ¢ HKM ero BhIsSIBIEHO HE OBLIO, B OTJIMYKE OT MAlMEHTOB
¢ 'KMIT u IKMII. Otnuyue cmoco0a u3MepeHusl MacChl HeKoMIakTHOTO Muokapaa M. Grothoff ot
Metona A. Jacquier cocrout B ToM, uTo M. Grothoff odepunBaeT HEKOMMAKTHBIA CIIOH HE
HEIMpPEPBIBHBIM KOHTYpPOM, Kak A. Jacquier, a KaXIyr TpaOeKyly MO OTIEIbHOCTH, UCKIIIOUYas TeM
CaMbIM U3 BBIUMCIICHUH Iyn MexTpabekynsapHoi kpoBu. B pabore V. Positano u coast. B 2018 T.
MIPOBOJIUIIOCH CPABHEHHUE JIBYX BBIIIICHA3BAaHHBIX METOJIOB, M OBUIO MOKa3aHo, 4To MeToq M. Grothoff,

MO-BUMMOMY, JIYUIlI€ BBISIBJISIET HCTUHHYIO BETUUYMHY HEKOMITAaKTHOTO cJios [137].

Controls LVNC HCM DCM

midventricular

. 3 -—s A
Pucynok 1.12. OueHka HeKOMIIAKTHOT O (PO30Bble KOHTYPbI) H KOMIIAKTHOIO (KPACHBINA U CHHUI
KOHTYpbI) Muokapaa JIK B kouTpoJbHoii u rpynne nanuedtos ¢ HKM JIK, IKMII n I'KMII.
bazanbHble, CpeAMHHBIE U AlTUKAJIBHBIE CPE3bI IO KOPOTKOM OCHU B KOHIIE TUACTOJbI [194]

[Ipu u3ydeHuwn npornocrudeckon 3Haunmoct MPT y manmenToB ¢ HKM Obu10 ycTaHoBieHo,
yto nunatanus JOK, camkenne @B u macca HKM 6omnee 20% (xputepuit A. Jacquier) HaOmrogainuch
3HAYUTENILHO Yallle Y TaIMEeHTOB C CePACYHO-COCYUCTHIMU COOBITUSIMU (TOCTIUTAIIM3AINH 110 TIOBOTY
XCH, xenynoukoBsie aputmuu, BCC, TpoM003MO0I1H), U 4TO OTCPOUYECHHOE HAKOIIJICHUE TaJOJIMHUS
(LGE) Taxxe siBIs€TCS HE3aBUCUMBIM ITPEAUKTOPOM Pa3BUTHS CEPJICUHO-COCYAMCTHIX OCIOKHCHHH,

B OTJIMYHE, TTO-BUIUMOMY, OT CTereHHu TpabekynsipHoctu Muokapaa JIK (Pucynok 1.13) [122].
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Pucynox 1.13 A. CooTHOIIIEHHE TOIIIUHBI KOMITAKTHOTO ¢J1051 (TOTy0ast JIMHKS ) 1 HEKOMITAKTHOTO CIIOS
(opanxeBast TUHMSI) B KOHIIE TUACTOJIBI 110 JUTMHHON ocH, Kputepuii Petersen S.E. B. M300paxenue no
KOPOTKOM ocu, ronyOas JuHUS 0003HA4YaeT HHAOKAPAMAIBHBIA KOHTYp TpaOEKyJISpHOTO CJosl,
OpaH)KkeBasi — KOMIIAKTHOTO cJOsi, Oenast JIMHUS — SIUKAPAUAIbHBIA KOHTYP KOMIIAKTHOTO CJIOfA,
kputepuii A. C. Jacquier. C. M3o6paxenne Bepxymku JIDK mo KopoTkoi ocH, MEeIUKOM 3aroTHEHHON
Tpabekynamu [122]

[Tporunoctuyeckoe 3Hauenue LGE takske 0b110 mokazano B 2015 r. B pabore M.S. Amzulescu
u coaBT. (Pucynok 1.14) [152]. Emé B 2005 — 2008 rT. 0mmy0IMKOBaHO HECKOIBKO padOT, B KOTOPBIX
ob10 Ioka3ano Hannune LGE B muokapne y narmentoB ¢ HKM [32, 45, 100, 155]. BeisiBnenue LGE B
MHUOKap/Ie CBA3BIBAIOT C HATMYUEM (HUOpO3a, MPUIEM KaK B HEKOMITAKTHOM, TaK U B KOMITAKTHOM YacCTsX.
Oto moarBepxkaaeT MHeHue, uro HKM sBisercs ¢enHorunudyeckum wMapképom muddy3Hon
KapJAMOMHUONATUH, KOTOpasi 3aTparuBaeT Kak MOp(OJIOrMYecKd HOPMalbHBIN, TaK U HEKOMIAKTHBIN
muokapn [145, 162, 170]. Jlanuele aytoncuu / WCCIEAOBAHUS JKCIUIAHTUPOBAHHOTO CEpAIa
NOATBEPXKIAIOT Hanuuue ¢udpo3a B cerMeHTax MHOKapaa, B KoTopbix Habmomanocs LGE mnpu
nposeaean MPT [100, 155]. ITarodu3nonornvyeckrne MexaHU3Mbl, BeAyIIue K o0pazoBaHuio Gpudpo3sa,
MOJIHOCTBIO HE SICHBI, MOJIAraloT, YTO K HEMY BEIET CHIKEHHUE pe3epBa KOPOHAPHOTO KPOBOTOKA KaK B
HEKOMITAKTHOM, TaK U B KOMIAKTHOM CJIO€ U HapylIEHUE B MUKPOLUPKYJISITOPHOM pyclie, YTO B CBOIO
ouepeab NPUBOAUT K BO3HUKHOBeHMIO uiiemuu [102]. B uccnenoanuu 2011 r., mOCBAMIEHHOM OLIEHKE
pactipoctpanénHoctd LGE um ero cBsizm ¢ KIMHMYECKOW KapTUHOM M CHUCTOJIMYECKOW (yHKIIHUEH
muokapna JOK y nanuentoB ¢ HKM, 6buta nokazana Beicokast yactoTa (55%) BeisiBnenus LGE [131].
BaxxHo oTMeTHTh, YTO HalW4We M CTENeHb BbhIpakeHHOCTH LGE OblIM cBs3aHBl ¢ HaIW4YHEM
KJIMHUYECKHX CHMIITOMOB M CHMXeHueM cucroinueckoil ¢ynkmuein JOK. LGE uame BoiBnsics y
narueHToB ¢ ®B JIK menee 50% (90% vs 23%; p < 0,001). LGE npu HKM uare BwisBisiercs
MHTPAMUOKapAUaIbHO, PEke CYOIHAOKApAMAIBLHO M TPAaHCMYpPaJIbHO. 3HAUMUTEIbHAS KOPPENALUs

Hammuus u crenienn LGE ¢ @B JIXK Obina moka3zaHna takxke B padbore Dodd u coasr. [157].



Pucynok 1.14. U3mepeHue TOMMMHBI KOMIIAKTHOTO (7 MM) M1 HEKOMIIAKTHOI0 CJI0EB MHOKap/Aa
(17 mm) npu MPT. CootHomenne HKM/KM 2.4 [152]

Mynvmucnupanvnas komnstomepnas momozpaghus. Ects paboTel, B KoTOpbix HKM BBISIBISIOT
uMeHHo ¢ nomotnbio MCKT [47]. MCKT o6nagaetr XOpommM MpOCTPAHCTBEHHBIM Pa3peIICHHEM IS
nuarnoctuku HKM [47, 71]. Kpome Toro, MCKT mno3BoJiieT BU3yaau3upoBaTh KOPOHAPHBIE apTepUU
U KpynHble cocynbl. CymecTBYIOT MCCIEIOBAHUSA, IEMOHCTPUPYIOIIME BBICOKYIO CHEIM(PUIHOCTh U
OTPULIATENIBHYI0 MPOTHOCTHYECKYIO0 IeHHOCTh it uckmodenuss MBC [65]. Ilpeumymiecta
ucnonp3oBanuss MCKT 3akmiodaroTcss B BO3MOXKHOCTH OLECHHTh HAJIMYME KaK KOPOHApPHOTO
atepockiiepo3a, Tak u HKM y mnamuenta ¢ ne00TOM CepJeYHOM HEAOCTaTOYHOCTH M HHU3KOH
BepositHOcThi0o MBC, a Takke B BO3MOXKHOCTH TMPOBEACHUS MCCIEIOBAHUS TMALUEHTaM C
BHYTPHUCEPIECYHBIMHU YCTPOMCTBAMHU, KOTOPBIM IIpoTHBOINokazaHa MPT.

MCKT-kputepun nuarnoctuku HKM npemnoxensr B 2012 r. G. Melendez-Ramirez u coaBt. u
COCTOSIT B COOTHOIIEHUM HEKOMITAKTHOT'O CJOS MUOKap/Aa K KOMIIAKTHOMY, U3MEPEHHOMY B KOHIIE
nuactonsl, 6onbiie 2,2 o kpaiineit mepe B aByx cermentax JDK [114]. Ho mecmotpst Ha xoporryio
BU3yaJIM3aI[MI0 MUOKAp/a U BO3MOXKHOCTh OLIEHUBATh COCTOsIHUE KopoHapHbIx apTepuii, MCKT cepana
HE SIBJISIETCSl CTaHJAAPTHBIM MeToAoM auarHocTuku HKM B CBA3M C BBICOKOM JIy4eBOM Harpy3kou u
PHCKOM KOHTPACT-UHIYIIMPOBaHHOU HedponaTuu [28].

Inexmpoxrapouozpagusa. KU He sBnsiercs meronoMm BeisiBieHuss HKM, omgnako HeoOXxommma
Opu TMEPBUYHOM OOCIENOBAaHUU ¥ HAOMIOACHUM TANUEHTOB. JIJis BBISBICHHS HEMOCTOSHHBIX
HapyIICHUH pUTMa B POBOIMMOCTH CEP/Ila He0OXoauMo cyTouHoe (1 6osiee) moruTopupoanue DK
o Xoatepy (XM) wim uMrutanTamnus netyieBsix peructpatopoB DKI'. JIyist BBISBICHUS KeITyJ0YKOBBIX
apUTMHUM MOXHO HCHOJNB30BaTh 3JeKTpodusnonornyeckoe wuccinenoBanue [73]. XM  nomxHO
IPOBOIUTHCA €XKEeroaHO y Becex nmanueHToB ¢ HKM, oco6eHHo 6e3 HMIUTaHTHPYEeMOT0 KapIuoBepTepa-
nebudpmmsropa (MKJ) [197]. Hmurenshas 3amuch DKIT ¢ moMoOmpio METIEBOTO perucTpaTopa
3adukcupoBaina npepBannyto BCC Benencrue nommmopduoi KT ¢ acucronueid, BOCIeICTBHH ObLI
ummantuposan MUK/ [96]. CrextpanbHblii aHanu3 curHaina npu XM mokasai, 4yTo BapuadeIbHOCTh

cepaeuHoro putma cHmxkaercs y nauueHtoB ¢ HKM u ceprieunoit He10cTaTOuHOCTHIO.


https://www.ncbi.nlm.nih.gov/pubmed/?term=Melendez-Ramirez%20G%5BAuthor%5D&cauthor=true&cauthor_uid=22981859

34

1.6. TakTuka Benenusa nanuenroB ¢ HKM

Jleuenne HKM — HenocTarouHo n3ydeHHsiil Bonpoc. Benenne nanuentos ¢ HKM 3atpyansercs
OTCYTCTBHEM OOJBIINX MPOCIEKTUBHBIX UCCIIEI0BAaHUI; UMEIOIINECs Ha CETOIHAIIHUN MOMEHT JIaHHbIE
OTPAaHWYUBAIOTCS PETPOCIIEKTUBHBIMU HCCIICIOBAHUSMH OTHOCHTEIIBHO HEOONbIHMX KOropT [28].
KitoueBbIMM MOMEHTaMHU JIEUEHHUS SBISIOTCA TEpalusl CEpACUYHOM HEIOCTATOYHOCTH (BKIJIIOYAS
TPaHCIUIAHTAIMIO CepJIlla), aHTHapUTMUYecKas Tepanus (BKIodast mpoBeaeHue PUA u nMIianTamnuto
UK]I) n anTukoarynsatHas Tepanus [66]. Takruka neuernnss HKM B 1ienoM 10mkHA COOTBETCTBOBATh
peKkoMeHanusM 1o JedeHuto 00ibHbIX ¢ XCH, HO ¢ yu€ToM crienuduyeckux 0cCOOEHHOCTEH, KOTOPBIE
KacaroTcsl POBEJCHHs aHTUKOAryassHTHOH Tepanuu u npoguinaktuku BCC [13]. Bompoc coctouT B
TOM, KaK paHO He0OX0AMMO HazHavaTh npenapatsl s JedeHuss XCH u cnocoOHa 1 Kakasi-To rpymma
MpenapaToB IMOBIUATh Ha TporpeccupoBaHue aucyHKIMUM Muokapaa Bcaeactsue HKM [2]. B
HEOOJIBIIIOM PETPOCTIEKTHBHOM HccieaoBaHuu (20 manueHToB) ObUIO MOKa3aHO 3HAYUMOE CHUIKEHHUE
maccbl JOK mpubansuTensHo yepes roj rnociie HabmoAeHns Ha GpoHe Tepanuu B-aapeHo0I0KaTopaMu
10 CPAaBHEHUIO C MalnueHTaMu 0e3 Tepanuu; TuHaMuku (paxun Beiopoca (OB) JDK u apyrux OxoKI'
IoKa3aTeliel OTMEYeHO He ObLIo [56].

Anmuxkoazynranumnana mepanua. Yactora BO3HMKHOBEHHUS HHCYJbTa y mnamueHToB ¢ HKM
cocraBnsier 1 — 2% B roxa, obmuii puck TpomOodMmbommu coctaBmsier 21 — 38% [70, 128]. B
uccienoBannu 144 nanuenTtos ¢ nuarHozom HKM y 22 manmentoB (15%) cmyuuncs uncynbst (n=21)
nn smbomus (n=1) [70]. OHMK y 14 6p110 kapauoambonundeckuMm (y 6 u3 Hux Oputa OII), y 5 6611
BBISIBJIEH aTepockiiepo3 OpaxuouedaibHbIX apTepHil, y TPOUX MpUUYMHA HEe ObUIa ycTaHOBIIeHA. Y 64%
narenToB ¢ OHMK/sm6omusmu Obina camxena @B JDK. Tlpu ananuze pucka sMOOIMU UM UHCYJIBTA
y mnamueHtoB ¢ HKM ¢ wucnonb3oBaHueM IIKaimbl  TPOMOOIMOOIMYECKHX — OCIIOKHEHHM
CHADS2/CHADS2-Vasc, BBIICHUIOCH, YTO y MalUEHTOB C TPOMOOIMOOINYECKUMH OCIIOKHEHUSIMHU
ObUTH 3HAUMTENHHO Oonee BbicOKMe Oambl [173]. Takum 0Opa3oMm, pEeKOMEHIIOBAaHO HMCIOJIb30BaTh
AQHTUKOATyJIIHTHYIO TEPAIUIO MPU JOKa3aHHOM BHYTPHUCEPJCYHOM TpoMOo3e 1 Hamnuuu MA, a Takxke
onpenenatby konmuyectBo OamnoB mo mkage CHADS2/CHADS2-Vasc y Bcex mamuentoB ¢ HKM,
HE3aBUCHMO OT Hainuust MA/TpoM003a Kamep cepiua Juis pelIeHus: BOIpoca O Mpuéme OpalbHBIX
AQHTUKOAryJISIHTOB.

Ilepsuunaa npogunakmuxka BCC. XKenynoukoBble HApylIIEHUs pPUTMAa, B TOM YHCIIE
XKHU3HEyrposkatomue, Habmogaores y 38 — 47% u BCC B 13-18% manuentoB ¢ HKM [120, 197],
nostToMy Heobxonumocth umiutanTaunu UK/ s nepsuunoit npodunaktuku BCC natmentam ¢ HKM
SBJISICTCSI OY€Hb BaKHBIM BompocoM. CoritacHo pe3ynbTratam npoBenéanoro B 2011 rogy K. Caliskan u
COaBT. uccienoBaHusi pemeHne o0 ycraHoBke WMKJl Moker mpuHUMAThCS B COOTBETCTBHH C

OOIICTTPUHATHIMA Ha TOT MOMEHT pekoMeHparusmu no npodunaktuke BCC [84]. AbGcomoTHBIM
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nokazanueM a1 UK/ sBisercst ycTolunBas skey 104KOBasi TaXUKapaAus. Y MallMeHTOB C HOPMaJIbHOU
cucronnyeckoit gpynkuumeit, Ho ¢ BbisiBIeHHeM LGE mpu MPT pexkomennyercs MK/l npu Hanmmuuun
JOTIOJTHUTEIBLHOTO (haKTOpa PUCKA: CHWIKEHUS CHCTOMYECKOW (PyHKIMHU, cemeitHoro aHamHeza BCC,
HEYCTOMYMBOM KEIYJOUYKOBOM TaxUKapAHH MpHU CyTOYHOM MoHUTOpupoBaHuu JDKI' o Xonrepy wiaum
00MopokoB [84]. Ha naHHBIIl MOMEHT OY€HBb MaJIO JAHHBIX YKA3bIBAIOT HA TO, YTO HEKOMMIAKTHOCTH JIK
cama 1o cebe sBistercs nokazanueM K uMmrutantarmu UK/, mosromy nHeo6xoaumocts B UK/I-Tepanun
OTpeAeIAIoT ¢ Y4EToM TsikecTH cuctonnyeckoit nuchynkunu JOK (OB menee 35%) u Hauuus CTOUKUX
JKETYIOYKOBBIX apUTMUH, TIO TEM K€ KpUTEpHUsIM, 4To U 11t 0ompHBIX JIKMII [14].

Kamemepnaa adnaayua. J{ns ycTpaHeHUs jK€IyJOUKOBBIX HapyLIEHUI pUTMa y NAI[UEHTOB C
HKM mosxeT ucrnosib3oBaThCs KateTepHast abnauus. Apurmudeckuii cyOctpat y nanuentoB ¢ HKM u
ycroitunBoil KT OOBIYHO BKIIIOUAET BEPXYIIKY U CPEIHHE ANUKAIbHBIC CETMEHTHI, UTO OTPa’KaeT
NIPEUMYILIECTBEHHYIO JIOKAJIU3alMI0 HEKOMHakTHoro cioss Muokapna JDK. CameiMu  yacTeiMu
ydacTkamu npoucxoxxaeHus JKO y maumentoB ¢ HKM sBnstorcs nmanwuisspHsle Mbimnsl JOK wnm
ocHoBanue MXKII [195].

Pecunxponusupyrowan mepanua (CRT). Y OOIBHBIX CO CHIDKCHHEM CHCTOJUYECKON
GyHKIHEH U BBIPQKCHHOM MEAOKEITYJ0UYKOBOW TUCCHHXPOHUEH MOIOKUTEIBHBIN A ()EKT MOXKET IaTh
umrutadTaius CRT [197].

Tpancnnanmayusa cepoya. Ilpn HespdextuBHOCTH JekapcTBeHHON Tepanuu XCH cnenyer
paccMOTpeTb HEOOXOIMMOCTh TpaHCIUIaHTalMu cepaua. llpu paccMoTpeHuu Bompoca o
TPaHCIUIAHTAllMU CEPAla CIeAYET UMETh B BUy, yTo HKM uacto acconunpyercs ¢ HeHpOMBIIIEYHBIMU
3a00JIeBaHUAMH, U HEOOXOAMMAasl TIOCIIe TPAHCIUIAHTAIIMH Cep/illa MMMYHOCYIIPECCHUS MOYKET OKa3bIBaTh
MHOTOKCHYECKHH 3¢p¢dexkT ¢ yXyAmarb KIMHUYECKH MaHU(PECTHOE WIM CYOKIMHUYECKOe
HelpoMmbleunoe 3abosieBanue [66]. bonee panHue pabOTHI MO HCCIEAOBAHUIO CMEPTHOCTH IOCIIE
TpaHCIUIAHTAIIMU cepAla coolman o OoJjiee BBICOKOM ypoBHe cMmepTHocTH [120], yeM paboThl,
onyOnuKoBaHHBIC 3a Tocnenuue 2 roqa [189, 77]. B uccnenoBannu 78 manueHToB (CpeHUN BO3paACT
16,9 net) c HKM, nepeHecunx opTOTONMUYECKYIO TPAHCIIAHTAIIUIO CEP/LIA, YPOBEHb CMEPTHOCTH OB
aQHAJIOTUYEH TAaKOBOMY Yy TAlMEHTOB C JAPYTUMH KapIUOMHUOIATHSAMH, HECMOTps Ha Oosee yacToe

pa3BuTHE HHOEKITMOHHBIX TOCTTPAHCIIAHTAIIMOHHBIX OCJIOKHEHUH y marueHToB ¢ HKM [77].

1.7. Peructpsl B3pocibix 00jbHbIX ¢ HKM. Pe3yiabTaThl HA0II01eHUA.

B konne XX — nauvane XXI Beka myOnukanuu mo mpodmeme HKM mpencraBnsiu co0oit
PEUMYIIECTBEHHO ONMMCAHNE €AMHUYHBIX CIy4YaeB; BCTPEUAINCh OMIMCAHUS HEOOIBIIINX CEpUil CITydaeB

cpenu aeren [37, 92] v UL OTHOW CEPUM CIIy4aeB CPEIH B3POCIBIX [95].
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Ha ceroans cyiectByeT no MeHbllei Mepe 6 CpaBHUTEIBHO KPYITHBIX PETUCTPOB B3POCIIbIX MAIMEHTOB
¢ HKM. Camas 6ombIiiast KOropTa ¢ CaMbIM IITUTEILHBIM CPOKOM HAOJIOICHUS MIPEICTABICHA TPYIIION
yuéHpix u3 Bensl mom pykoBoactBom C. Stollberger [85]. KpaTkas xapakTepuCTHKa OCHOBHBIX
peructpoB B3pocibix manueHToB ¢ HKM mpeacrasnena B Tabmume 1.4. CTOMT OTMETHUTH TakKke
CYIIIECTBOBaHME KPYIHBIX Toyanackoro (n = 327, 52 u3 Hux getu), kuraiickoro (n = 100, 17 u3 HUX
netu), amepukanckoro (190 mauueHToB crapiie 7 JeT) cMelaHHbIX peructpoB nanueHToB ¢ HKM [33,
72, 141].

[Tpu HaGmoaennu 220 naueHToB aBCTPUIICKOTO perucTpa CMEPTHOCTh B IO cocTaBmiia 5% mnpu
cCpeaHeM Cpoke HaOmoneHus 72 Mecsaua, npeaukropamu cMeptu Obuin XCH, MA u nHamuuume
COMYTCTBYIOIIUX HEHPOMBIIIEYHBIX 3a00JICBAaHUM; aBTOPHl 3aMEUalOT, YTO OIEHKA BIUSHUS
ontuMaiibHOU Tepanuu XCH u MA Ha nporHo3 JoJpKHa CTaTh TPEAMETOM JaIbHEUIIINX UCCIEOBAHMI
[85]. Bo Bcex mepeuncneHHsix B Tabauie 1.4. koroptHeIX uccienoBanusx XCH paccmaTpuBaeTcst Kak
dakTOop pucka HEONArOmpUATHOrO MCXoja 3a00JEeBaHUS; KPOME 3TOro, IMPEAUKTOpPaMHU
HEOIArONMPHUATHBIX UCXOI0B OBLTH KEITYAOYKOBBIC HAPYIICHUSI PUTMA, pa3MephI JIEBBIX KaMep cepalla,
omoxama JIHTIT u TTHIII [38, 89, 134, 150, 200]. OnHako aBTOpaMu IPU3HAIOTCSI HEKOTOPHIE TPYTHOCTH
B OIlleHKe MporHo3a nanueHToB ¢ HKM B cBs3M ¢ OTCyTCTBHEM €IMHBIX OOIIECTIPUHATHIX KPUTEPUEB
JMAarHOCTUKHU, OOJbINONM gonel cyObekTuBu3Ma npu mnposeneHuH IxoKI™ [150], BO3MOXHOCTBIO
runepauarnoctTukn HKM [89]. Takum oOpa3om, uctuHHas pacrnpoctpanéHHocts HKM, mporaos y
0eccUMIITOMHBIX OOJIbHBIX HA CETO/IHS HE SICHBL, U U3YUYE€HHE ATUX BOMPOCOB JOJIKHO OBITH TPEIMETOM
nanpHenmmx uccnegoBanuit [150], omnako mnporHo3 OompHBIX ¢ HKM u ¢ cucrommueckoi
TUC(YHKIUEH, XKeTyTOYKOBBIMU HapyIICHUSIMUA PUTMA, IUJIaTalliel JIEBBIX KaMep CepAlla CepbE3HbIM,
JUTSl TAKMX TIAI[MEHTOB XapaKTepHa BHICOKAsl YaCTOTA OCIOKHEHUM M CMEPTH, PEKOMEHTyeTCsI CEMEUHbBIN
CKpUHUHT U HabmonexHwue [89, 200].

Taomuna 1.4 — KoroprHble muccienoBaHusi B3pocibix nanueHToB ¢ HKM: kiuHMuyeckue

XapaKTePUCTHKHU, IPOTHO3 U MPEIUKTOPHI CMEPTH

ABTOp Murphy RT | Aras D Lofiego C Habib G Greutmann M | Stollberger C
Ton 2005 2006 2007 2011 2011 2015
nmy0auKanumu

N 45 67 65 132 105 220
7KeHIUHBI, 38 34 Her manHBIX 65 34 31

%

Cpennuii 37 41 45 41 45 52

BO3pACT, JeT

MA, % 7 12 2 14 6 16
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NYHA III/1V, | 36 30 32 35 47 38
%
KIP, mm 58 58 67 63 63 60
Cpennnii 46 30 46 32 28 71
CPOK
HaO0JII0IeHHS,
Mmec.
CmeptHocTh | 0,5 6 3 Her manHbIX 5 5
B roa, %
MpeaukTopsl | He XCH, XCH, xenymou- | XCH, XCH, omokaga | XCH, MA,
cMepTH cO00IIAJIOCh | CHCTOJIMYEC- | KOBBIE apUTMHH, | >kesrynoukossie | JIHIIL, HEIpOMBI-
Kast pasmep JII1 apUTMUH, JlaBJICHUE LIEYHbIC
JCchyHKLIUS CUCTOJIMYECKasi | 3alOJIHEHUS 3aboseBa-
JTUCPYHKIHS, JDK HUSA
KIP JDK, MA,
bnokana
ITHIIT/JIHIT

ITpumedanne. [TepeBeneno u3 padbotsr Stollberger C. u coat. [176] u monoaHEHO.

1.8. YacToTa ¥ posib cOMyTCTBYOIIEro Muokapaura y nauuentos ¢ HKM

I'oBopst o coueranun HKM n muoxkapaura, HKM waie Bcero paccMaTpuBaroT Kak BTOPUUYHBIN
(eHoMeH, 0OBACHSS €ro HATMYUE TeM, YTO TsDKETast CHCTOINYecKas AMCHYHKIUSA B paMKax MHOKapAUTa
MOKET TPHUBOAUTH K KOMIIEHcaTOpHO#l runeptpodun Ttpadbekyn JDK, Busyanmmzamusi KOTOpPBIX
YIIy4IlIaeTcsl 32 CYET CHUIKEHUSI COKPAaTUMOCTH M BbIpakeHHOUM aunatanuu JIK [174]. Oqnako 1aHHBIX,
MOJTBEPKIAIOIIMX ATy THIOTE3y, Majio. B nmuTeparype onucaHbl JIUIIb OTAEIBHBIC CIIy4ad COYCTaHUS
HKM u MuokapanTa, Kak IpaBHJIO OCTPOT0, M pacCMaTpUBAIOTCS OHU Kak Kasyucruueckue [35, 51, 146,
156, 199]. Onucan cinyuaii BeisiBieHuss HKM u TsOKEIOW CHCTOIMYECKOW MUCPYHKIIUU y MOJIOION
OosbHOM ¢ cucTeMHOM KpacHoM Bomdankoi (CKB), koTopslit aBTOphI O0Jiee CKIOHHBI pacCMaTpUBaTh
KaK BTOPUYHBIN ()EHOMEH IO OTHOWICHHIO K MHOKapauTy B pamkax CKB [159]. Ctout oTtmeTuth
KJIMHUKO-MOP(OIOrUYecKoe UCCIeI0OBAaHUE POCCUNCKUX YUYEHBIX, B KOTOPOM MPU MOP(OIOrHYecKOM
MCCJIEIOBAaHMH cep/aria (IKCITIaHTUPOBaHHOE ceple/ononTar/mpu aytorcuu) 7 yenoBek ¢ HKM y 5 u3
HuX (71%) ObLIM BBISBICHBI MPU3HAKK MUOKapAWTA, Ha OCHOBAaHMHM YEro aBTOPbI MPEANONOKHIN
MoaupUIUPYOIIYyI0 poib BocmaneHuss B QopmupoBanuu ¢enoruna HKM [6]. B koroptabix
UCCIICIOBAaHUSIX C OTHOCUTENbHO OoibmuM uucioMm ciaydaeB HKM muokapaut He ymoMmuHaeTcs,

MOTBITKY aHAJIM3a YaCTOThI, MEXaHU3MOB Pa3BUTHS MUOKapauTa B Oonblux rpynmnax 6oiasHeix ¢ HKM
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U C€ro BJIUAHUA HaA HNPOTrHO3 OTCYTCTBYIOT. ITommBITKM CHCTEMATHYECKOT'O JICUCHUS MHOKapauTa y

6ombHbIX ¢ HKM He npennprHuManuch.

*ekk

Takum o0pazom, kimaccudukamuss AMEPHUKAHCKOW KapIUOJOTHYECKON acCOIMalMi OTHOCHUT
HKM «x nepBuunbim reretndeckuM KMII, a knaccudukanus EBponeickoro o0mecTBa KapInoIoroB B
2008 r. onpenenuina HKM kak HeknaccuduuupoBannyto KMII. Ho B mocneanee Bpemsi, 0cOOEHHO 3TO
3aMETHO MO MyOJHKAIMsIM BEAYIIMX EBPOMEUCKUX OSKCIEPTOB B ATOW OO0JIACTH, aBTOPHI BHOBH
OTKa3bIBAIOTCA OT TEpPMHUHA «Kapauomuomnartus» B oTHomeHun HKM, 3amensis ero tepmuHOM
«HEKOMNAKTHBI ~ MHUOKapa». OTOT OCTOPOKHBIM  OMMCATENbHBIA TMOAXOJ KakK OTpaKeHHE
Ho3osoru4eckoil HeomnpeaenéHHocth HKM npumensiercss m B mocienaneit knmaccudukamuun KMIT
MOGE(S) [184]. I'enetnyeckast reTeporeHHOCTb, overlap-cunapoM ¢ npyrumu nepBudHbiME KMIT
TakKe HE CHOCOOCTBYeT MOHMMAaHUIO Ho3onormueckod cymiHocty HKM. HcecnemoBatemn HKM
MPUXOJAT K MBICIIM O TOM, YTO HEKOMITAKTHBIA CIIOH/TIOBBIIICHHAs TpabeKyIspHOCTh, Muokapaa JIDK
MOXXET OBITh KaK NposiBIIeHHEM camocTosTenbHOM KMII, Tak W mposBIEHHEM MaTOJOTHYECKOTO
PEMOAETMPOBAHUS IO aHAIIOTUH C TUIEpTpodueil Muokapaa (meperpyska 00bEMOM/JaBlIeHUEM), TaK U
¢du3nonoruueckoi aganranuen (mpu 6epeMeHHocTH, Y croprcMeHoB) [143]. Takum oO6pazom, MOTYT
COCYIIIECTBOBATh U SMOPHOHAIIbHASI, © HEOMOPHOHAIIbHAS TUTIOTE3a BO3HUKHOBEeHHST HKM.

ABTOpBI MeTa-aHalIn3a, MOCBAIIEHHOrO oleHke pacnpoctpanéHHocth HKM, S.Ross u coasr.
MPUBOJIAT JAHHBIC TI0 BPEMEHU IMyOJIMKAIUKA KOTOPTHBIX HCcenoBaHui, mocsameénusix HKM, ecnu B
nepuon ¢ 1996 o 2000 rr. ony6nukoBaHo 1 uccnenosanue, To B nepuos ¢ 2011 mo 2015 rr. — 26 padot
n3a 2 ronac 2016 mo 2018 rr. — yxke 17 pabot. HecMoTps Ha yBennuuBaromieecs: KOJIMYECTBO padoT,
nocesmieHHbIx  HKM, Bompockl 0 €ro HO30J0TMYECKOM CYIIHOCTH, MECTE€ B CTPYKType
HEKOPOHAPOT€HHBIX 3a00JeBaHUN MHOKapaa, 00 ocobeHHOCTAX TeueHHus paznuunbix Gopm HKM, o
MPOTHO3Ee, O BO3MOXHOCTSAX 3aMEIJICHUS TPOTPECCHPOBAHUS MUCHYHKIMH MHUOKapaa MyTEM
Ha3HAYCHHUs] KapIUOTPONHOM Tepamuu [0 KoHLAa He scHbl. OTCyTCTBHE OOLIEIPUHSTHIX
JNIMATHOCTUYECKUX KPHUTEPHEB 3aTPYAHSET OIEHKY MCTUHHOW pacnpoctpanéHHoctd HKM,
WHTEPIPETALMIO JaHHBIX, OJYYEHHBIX Pa3HBIMH HCCIICIOBATEISIMHU.

Yem Obi He sBimsuics HKM, Hanuune HEKOMIAKTHOTO CJIOSI MHUOKapja y TMalHueHTa C
KJIMHUYECKUMHU MTPOSIBIICHUSMU WM Ha JAHHBIH MOMEHT O€CCUMITOMHOTIO, C OTATOIEHHBIM CEMENHBIM
aHaAMHE30M WJIM IIPU CIIOPAMUeCKOM BBISIBICHUH, H30JIHUPOBAaHHOTO WK B couetanuu ¢ BIIC/apyrumu
KMII craBut Bompoc 0 TaKTUKe HAOIIOJCHHS M BEACHUS M O MPOTHO3E TAKOTO MAI[UEHTA, YTO CBSI3aHO
B IepByl0 ouepeap c puckoMm pasButus XCH, Xu3HEyrpokaroumx HapylIeHUH puTtMa H
TPOMOOIMOOIMUECKUX OCIOKHEHHH. B koropTHbeiXx mccinenoBanusx 0onbHBIX ¢ HKM He m3yuancs

BOMPOC 00 OLIEHKE BIUSHUS KapAUOTPONMHON Tepaniy Ha TeUeHHUE U UCXO/IbI 3a00JIeBaHus. DTO, a TAKKE
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MOJIHOC OTCYTCTBHUC HU3YUYCHUSA BJIUAHUA MHOKapAUTa (GCTB JA0Ka3aTcJbCTBa 3HAYUTCIIBHOT'O BJIMAHUSA
MHOKap/JUTa Ha pa3BUTHE JUCOYHKIMM MHOKapaa TMpH JPYyTUX MEPBUYHBIX T'€HETHYECKU
JETEPMUHUPOBAHHBIX KapauoMuonatusx [ 133] u, Tem 6oiee, cienupuyecKon Tepanu MUOKapaUTa Ha
TeueHue U Mporuo3 6oapHbIX ¢ HKM MuokapauToM nenaet 6€3yClIOBHO aKTyaIbHOU II€JIb HACTOSIIEH
paboThl — U3yYUTh KIMHUYECKHE BApUAHTHI M BO3MOXXHOCTH KOMIUICKCHOM (MHCTPYMEHTAJIbHOM,
TEeHETHYECKOM, MOP(HOIOTHUECKOH, Ta0OpaTOPHO) TMArHOCTUKH CHHIPOMAa HEKOMITAKTHOT'O MHOKapa

JICBOT'O KE€JIYyA04YKa Yy B3pPOCIIBIX, 0COOCHHOCTH TEYECHHUS U HCXOAbI.
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I'JIABA 2. MATEPUAJI U METObI UCCJIEJOBAHUA

2.1. KpnTepnn BKJIIIOYECHUSA U HEBKJIIIOYCHHUSA B HCCJICI0OBAHUEC, KDUTCPHH UCKIIOYCHUSA

B uccnenoBanuu ObuTH BBIENEHBI TpyMna O0JIbHBIX ¢ HEKOMIAKTHBIM Muokapaom JIK (rpymma
HKM) u rpynma GosibHBIX ¢ moBblIeHHON TpabekymsipHocThio JOK (rpynma IIT). O6s3arensHbIMU
KPUTEPUSIMH BKIFOUCHUS MAIlMEHTA B UCCIICIOBAHKE, HE3aBUCUMO OT TPYIIIHI, OBLIIN BO3pacT cTapiie 18
JeT ¥ HaJW4Yue MHUCbMEHHOTO HMH()OPMHUPOBAHHOTO COTJAcHs Ha ydacTHE B HCCIEIOBAHHH, TEKCT
KOTOpOro pa3paboran aBTopoM u 0100peH JlokanpHbiM KoMmuteroMm mo stuke [lepporo MockoBckoro
rOCyJIapCTBEHHOTO MeIUIMHCKOTO yHUBepcuTera nMeHun M. M. CedenoBa (mportokon Ne 11 — 13 ot
13.11.2013 r., popma HHPOPMHUPOBAHHOTO COTIIACHS MpecTaBieHa B [Ipunoxenun).

B rpynny HKM Bonum namueHTtsl ¢ 6u3yaivHbiMu Kpumepusmu CUHIPOMA HEKOMIIAKTHOTO
MHOKap/ia Mo JaHHBIM XOTs Ok oHOTO U3 TPEX MeToaoB uccienoBanus (OxoKI', MCKT cepamna, MPT
cepama): aBycioinbii Muokapa JK ¢ cooTHoIeHneM TOMIUHBI HEKOMITAKTHOTO CJIOSI K KOMITAKTHOMY
6onee 2 pu IxoKI" u 6onee 2,3 npu MCKT/MPT cepana; CHHXpOHHOE JBH)KEHHUE HEKOMITAKTHOTO U
KOMITAKTHOTO CJI0€B; BbIsABIeHHE Oonee 3 Tpabekyn B JDK u Hammuue riryOOKUX MEXTPaOeKyIspHBIX
JAKYH C 3aT€KaHUEM KpPOBHU.

B rpynny IIT Boumwm nanmueHTsl C HAJIMYMEM HEKOMIAKTHOro ciiosg Muokapaa JDK c
COOTHOIIIEHUEM €ro TOJIIMHBI K KOMIAaKTHOMY cioto MeHee 2 (mpu OxoKI') mnmm menee 2,3 (mpu
MPT/MCKT). I'pynna IIT Obia HaGpaHa ¢ LENbIO OLEHKH pa3iuyiil B KIMHUYECKUX MPOSBICHUSX,
gactore umruiantanmun OKC, UK][, CRT-D, nHactymieHuss HeOIarompusTHBIX HCXOJOB (CMEpTh,
TpaHcIUIaHTarus cepana) y 6onpHbIX ¢ [T 1 HKM.

Kpumepusamu uckmouvenuss O0vimu HemonrBepxkaenue mnpu mnposeneHun MCKT wumu MPT
noctoBepHoctd HKM wnu IIT, BeisiBnennbix npu OxoKI™ (B Tex cimydasx, Korja 3TH HCCIEIOBaHUSA

HpOBO,Z[I/I.HI/ICB); OTKa3 ManueHTa OT Y4aCTUuA B UCCIICAOBAHUH.

2.2. KinuHn4yeckasi XapaKTepUCTHKA 00JbHbIX, BKIKYEHHBIX B HCCJIEIOBAHHUE

2.2.1. I'pynna HKM

B rpynny HKM Bonwio 125 nanuenTos, 74 My»4uHbI U 51 KeHIIMHA, CPETHUN BO3PaCT COCTABUII
46,4 + 15,1 rona (ot 18 mo 78 net). Habop nanuentos npoBoauics B nepuoa ¢ 2009 mo 2019 rr. Ha 6aze
®akylIbTETCKOW TeparneBTuyecko kinHukH uM. B. H. Bunorpagosa Ilepsoro MI'MVY um. 1. M.

CeuenoBa. Cpennuii cpok HaOmoaeHus coctapmi 14 [4,0; 41,0] mecsieB (ot 1 Mecsma o 10 ser).
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He xaxxapomy 60J1bHOMY POBOUIIMCH BCE TPU BU3YATM3UPYIOMIUX MeTo1a nccienoBanus. IxoKIT
BhITIOTHEHa BceM 0onbHbIM, HKM ¢ e€ momoripio BeisBieH y 80,8% manuentoB (101 u3 125 yenosek).
[TponienT orpunarensHbIXx pe3yiabTaToB IOX0KI' y 6ombpHBIX ¢ goctoBepHbIM MP- mnu KT-auaraozom
coctaBui 20% (25 u3 125 6onbubIx). MHOrAa Dx0KI™ naBana moyioXuTeabHbIA pe3yabTaT MOBTOPHO,
nocne monyderuss maHHeIX MPT/MCKT; B OTAENBHBIX CHydasx ISl YJIYYIICHUS BU3YaIH3aIHH
HEKOMITAKTHOTO CJIOS UCIOIb30Bajlack KoHTpacTHas JxoKI'.

MCKT nposenena 89 6onpubiM, Hannune HKM noareepxneno y 83 (93,2%) uz mux. MPT
BbIMoJHeHa 61 OonbHOMY, AuarHo3 MoATBepkAEH y 58 (95,1%), y 3 cocTosiHHE paclieHeHO Kak
nosbimeHHast TpadekynspHocts (IIT) mumokapma JDK (Pucynok 2.2). Takum obOpa3om, Hambosee
uH(OPMATUBHEIM MeToIOM oka3ainach MPT, koropoit nums He3HauuTenbHO ycrymama MCKT.
OxonuarenbHblii quarHo3 HKM npu pacxokneHuw JaHHBIX Pa3HBIX METOJOB CTAaBWICS TMPH
BeimosiHeHnH MPT- n/mnm MCKT-kpuTtepues.

B utore muarno3 HKM moarBep:kn€H OAHUM BH3YaTU3UPYIOMUM METOA0M y 23,2% OO0NbHBIX
(tonmpko mpu IxoKT — 'y 7,2%, tonpko mpu MCKT y 10,4%, Tonsko npu MPT y 5,6%); aByms
metogamu —y 60% (OxoKI' B coueranuu ¢ MCKT y 36%, 9xoKI B coueranuu ¢ MPT y 20,8%, MCKT
u MPT y 3,2%); Bcemu Tpemst metoaamu y 16,8% (Pucynok 2.1).

Cpennue sxokapauorpaduyeckue napameTpsl nanueHToB rpymnmnsl HKM npencrasnens B Tabnuie

2.1.

W 3x0-KM+MCKT M 3xo-Kr+MPT M Tpu metopa W HKM - ®HKM+ W ecero uccrenosaim

MCKT W Oxo-Kr m MPT
B MCKT+MPT
MPT
MCKT
Ixo-Kr+MCKT
36%
ol IXO-KI
17% 3xo-
Kr+MPT
21%
N=125 0 50 100 150
Pucynok 2.1. Yacrora noareep:xkaennss HKM Pucynok 2.2. Yacrora noarBep:xaenuss HKM
IxoKI'/MPT/MCKT cepana u HX NpH NPOBEJCHUH TOI0 WJIHM HHOI0 MeToja
COYeTAHUSAMH HCCJIeIOBAHHSA (Yka3aHo a0CcoJII0THOE

KOJIMYeCTBO MCCJIeT0OBAHMI)
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Ta6munma 2.1 — Cpeanmne 3xokapaumorpaguyeckue nmapamerpsl nanuentos rpynnsi HKM n

rpynnsl IIT
Ixokapauorpaguyeckne I'pynna HKM I'pynna IIT JocToBepHOCTH
napaMerpbl pasau4ui, p
KIP JIK, cm 6,1 £0,8 6,0+1,0 0,483
KO JIK, mxn 157,7 £ 66,6 153,5 + 66,6 0,724
KCO JIX, mn 92,5 [61,5; 130,0] 86,0 [42,0; 120,0] 0,757
OB JIK, % 38,6 £ 14,0 43,7+17,8 0,092
VTI, cm 11,8 +3,7 12,3+£5,1 0,718
MXXII, MM 10,0 [8,0; 11,0] 9,0 [8,0-11,0] 0,936
O6bém JIIT, Ma 93,0 [65,2;119,7] 82,5 [51,0; 108,5] 0,589
O06béMm ITI1, M 63,0 [47,0; 88,2] 55,0 [40,0; 69,5] 0,065
I13P ITK, cm 2,9 [2,5; 3,4] 2,7 [2,2; 3,2] 0,467
CIUIA, MM pT.CT. 32,5[23,0; 44,7] 35,0 [27,0; 47,0] 0,594
MutpansHas peryprutamus | 1,25 [1,0; 2,0] 1,0 [0,5; 2,0] 0,733
TpukycnunanbHas 1,0 [0,5; 1,25] 0,5 [0; 1,0] 0,111
peryprurarus

[Ipu ananm3e cpeqHHX 3XOKapaAuorpaduyeckux MapaMeTpoB y mnamueHtoB rpynmnsl HKM
oOpamjaer Ha ce0si BHHUMaHHE YBEJIMUYEHHE JIEBBIX Kamep cepaua, cHwkeHHas PB, ymepenHas

KJIanlaHHasi perypruTanus.

2.2.2. I'pynna IIT

B rpynny ¢ nosviuennoii mpabexynapuocmoto (I1T) JDK Bouum 45 nanuentoB (19 xeHmuH, 26
MY’K4YMH), cpeiHui Bo3pact 44,1 + 15,8 et (ot 18 no 72 ner). [IT nuarHocTupoBanach Npu HATMYUU
HEKOMIIAKTHOTO CJIOSl MHOKapza, HO 0e3 AOCTHXeHUs nuarHoctudeckux kputepueB HKM, to ects ¢
OTHOIIIEHUEM €ro TOJIIUHBI K KOMIMAakTHOMY ciioto oT 1:1 mo 2:1 (mpu DxoKI') mmu go 2,3:1 (mpum
MPT/MCKT). Cpennuii cpok HaOmroaeHus coctaBui 6 [2,0; 26,5] mecsiies.

Ox0oKT BeimonHeHa BceM 001pHBIM, [1T ¢ e€ moMombto BeisiBIieHa y 55,6% manueHToB (25 u3 45
yenoBek). [IpomeHT oTpuniarenbHbIX pe3ynbratoB IxoKI' y 60mbHBIX ¢ moaTBepxaéanon npu MPT nnun
MCKT IIT cocraBun 44,4% (20 u3z 45 OGonpubix). MCKT npoBeaena 33 mnarueHtaM, Haaudue
HEKOMITAaKTHOTO CJI0s1 MUOKap/a noareepxaeHo y 30 (90,9%) u3 uux. MPT Beimonnena 20 nanueHTam,
nHanuuue 1T moareepxaeno y 17 (85,0%). Takum obpazom, B 3TO# rpymre Hanboaee MHPOPMATUBHBIM
MetoqoM okazanack MCKT, kotopoit nuiib He3HauuTenbHo yctynaina MPT.

Huarno3 IIT yctaHoBiIE€H ¢ TOMOIIBIO C TOMOIIBIO TPEX BHU3YATUZUPYIONIUX METOAO0B

uccienoanus y 5 (11,1%); ¢ momonrsio aByx y 17 (37,8%) — u3 aux y 8 (17,8%) mpu DxoKI' u MCKT
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cepaua, y 5 (11,1%) npu 9xoKI" u MPT cepnua u y yerBepsix (8,9%) npu MPT u MCKT cepana. I1T
NOATBEpPK/IeHa TPU MPOBEACHUU JIMIIL OJHOIO MeToa HccienoBanus y 23 uyenosek (51,1%) — ¢
nomonibio IxoKI'y 7 (15,6%), MCKT cepauay 13 (28,8%), MPT cepaua y 3 (6,7%).

Cpennue sxokapanorpaduueckue napamerpsl nanueHToB rpynns! [T npeacrasnens B Tabnuie
2.1. Ilpu aHanm3e CpeaHUX IXOKapAHOTpaPHUECKUX MapaMeTpoB y nanuenToB rpymnmns! [IT obparmiaror
Ha ce0s BHUMaHHE T€ K€ U3MEHEHHs (yBEJIIMUCHHUE JIEBBIX KaMep cep/ia, cHmxkenHas OB, ymepennas
KJIallaHHasl peryprutamnus), 4Tto W cpenu mnanueHtoB rpynnsl HKM, HO B MeHbIel cTeneHu

BbIpaxkeHHbIE. OJIHAKO CTATUCTUYECKU JOCTOBEPHBIX PA3IUYUI MEKIY IpyIIIaMH HE BBISBIICHO.

B Ox0o-KIM'+MCKT m3xo-KI+MPT  H Tpu metopa
MCKT B 3xo0-KIr m MPT BEHKM- BHKM+ M Bcero uccienosaHuii

B MCKT+MPT

MPT

Ixo-Kr+McCK
18%

MCKT

IXO-Kr

0 10 20 30 40 50

Pucynok 2.4. Yacrora noarsep:xaenus [T
NpUd TPOBeJeHUH TOr0 WJIM HHOIO
BH3YAJIU3UPYIOLIET0 UCCIETOBAHUSA
(ykazaHo a0COJIIOTHOE KOJHMYECTBO
HCCJIeIOBAHMI)

Pucynok 2.3. Yacrora noarsepxaenus [T
3X0KI'/MPT/MCKT cepana u uX coueTaHUSIMU

2.3. Metoanl 00cjIeI0BaAHUSA

OOcnenoBaHue M JIYCHUE TMAIMEHTOB NPOBOJAWINCH B OOJIBIIMHCTBE CilydyaeB Ha 0ase
KapIMOJIOTHUECKOTro oTesieHus] DaKyIbTETCKON TeparneBTUHYeCKoi KIMHUKY UMEHU
B. H. BunorpagoBa (®TK) M MeXKIMHUYECKHX OTAEIECHUN (DYHKIIMOHAIBHOW, YJIbTPa3BYKOBOU
JMAarHOCTUKH, OTZENa JIy4eBOM IuarHocTuku, kabuHera OXOKI' KIMHMKM KapAMOJIOTHH, a TaKXKe
OTJENICHUs] PEHTTEeHAHJIOBACKYJIAPHBIX METONOB JMArHOCTHUKH M JIEYCHHUS W HHTEPBEHIIMOHHON
kapauoiorun PIrAOY BO Ilepporo MI'MVY wumenn W.M. CeuenoBa MunszapaBa Poccun
(Ceuenosckoro Yuusepcutera, 10 2017 r. — 'bOY BIIO IlepBslit MoCKOBCKHI TrOCyAapCTBEHHBIN

MeauiuHckui yHuBepcuter umMeHu .M. Ceuenora) B mepuon ¢ 2009 r. mo 2019 r. Kpome Toro,
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HECKOJIbKO YEJOBEK HAaxXOJWINCh Ha CTAllMOHAPHOM JICYEHHHU B TEPANEBTUUYECKOM OTJEICHUU
@axyJIbTeTCKON TepaneBTHuecKkoll kimHuku uMmeHn B.H. BunorpagoBa, a Ttaxke B KimHuke
kapaunosioruu [lepporo MI'MY umenu 1. M. Ceuenosa.

OO6mekTMHUYECKOe OO0CIeI0BaHNE BKJIIOYAIO B ce€0a ompoc u ocmomp 6oavHoeo. Ilpu
BBISICHEHUH aHAMHE3a *KU3HH U 3a00JIeBaHMsI 0c000€ BHUMAHHE yIENATIOCH OTATOIEHHOMY CEMEHHOMY
anamHe3y — Hainuuio KMII, napymenuii putma u npoBogumoctu cepamna, BCC (ocobenHo B Moiog0M
BO3pacTe) y POACTBEHHHKOB MEPBOl U BTOPOIl CTENEHU POJACTBA; YTOYHSUIUCH AABHOCTH M OCTPOTa
nebroTa 3a00seBaHUsl, CBA3b C MEPEHECEHHON HH(EKIUel C LeIbl0 AMATHOCTUKH COMYTCTBYIOIIETO
MHOKapanTa. AHanu3upoBanuch crtapsie OKI' manmeHTOB (MpH HMX HAIMYUHM) C ILETIbI0 OLEHKH
JUHAMUKU MU3MEHEHUM BOJIbTaXXa W MPOJOJDKUTENbHOCTH KoMIuiekcoB QRS, cermenrta ST, Hamuuus
MaTOJIOTHYEeCKNX 3yOroB Q, HeraTUBHBIX 3yOIOB T; Mpu HaMMYUMU JAaHHBIX O MPOBEIEHHBIX paHee
KapAMOBU3YaJIU3UPYIOLIUX METO/IaX MCCIEeIOBaHUS OLICHUBAJACh JaBHOCTh M CKOPOCTb HapacTaHUs
cucronnyeckoit auchynkim muokapaa JOK u crenens e€ Koppensuu ¢ CyObeKTUBHBIM COCTOSTHUEM
0O0JBLHOTO, HATMYKE JIOKATBHBIX HAPYIICHUH COKPATHMOCTH, JMHAMUKA U3MEHEHUH pa3MepoB Kamep
cepaua.

Cmanoapmuoe nabopamopnoe obcredosarue MpoBoauinochk Ha 6aze Ilepporo MI'MY umenn
N.M. CeueHoBa u BKIIOYAIO B ceOs OOmUNA M OMOXMMHUYECKUN aHANM3bl KPOBH C OIpPEACICHUEM
JMIUATHOTO CHEKTpa M 3NeKTpodopesa OeTKoB, MMMYHOJIOTHYECKH aHanu3 KpoBu (ypoBeHb CPB,
antuctpentonuzuHa-O, PO, crangaptHoro AH®, anturen x [IHK), ompenenenue TupeoumaHbIx
TOPMOHOB, KOaryJorpaMmy ¢ ypoBHeMm ¢uOpuHoreHa. KpoMme craHIapTHBIX aHaIU30B JIa0OpaTOpPHOE
oOcrienoBaHUEe BKIIOYATIO aHANU3 KPOBU HA aHTHKapauanbHeie aHTuTena (At) m Ha JIHK
KapAMOTPOIIHBIX BUPYCOB METOAOM mnonumepaszHoil nenHoi peakuuu (IILP). Onpenenenune tutpos
AHTUKapAUadbHBIX AT B CHIBOPOTKE  KPOBU  BBINOJNHSUIOCH ~ METOJIOM  HENpPSIMOTO
UMMYHO(TIOOPECIICHTHOTO aHalu3a B oTAene kmuHndeckoi natomorun @HULL Tpancrutantonoruu u
HCKYCCTBEHHBIX OpraHoB uMeHH akagemuka B. U. lllymakoBa unu nabopaTopu UMMYHOTHCTOXUMUHU
HUU neguarpuu um. 0. E. BenbTumesa. CriekTp aHTUKapIUaTbHBIX AT BKIIFOYAET B ceOsl aHTUTENA K
aQHTUTCHaM sJIep KapJHOMHOLUTOB (crenuduueckuii anTuHykieapHslii gpakrop — AH®), supoTenus
(A1D3), xapaumommonutoB (ATKMII), rmaakoit myckymarypel (ATIMK) u BOJOKOH mpoBOIsIICH
cucreMbl (ATBIIC). IlpuroroBieHHble B KpHOCTAaTe Cpe3bl MHOKapAa Oblka 00pabdaThIBATHCH
CHIBOPOTKOM TalMeHTa B pa3lW4HbIX pa3BeneHusX. llocie wuHKyOamuu cpe3sl HPOMBIBAINCH
docharapiM OydepoM W Ha HUX HAHOCHIUCH aHTUTena npotuB IgG uenoBeka, meueHHbie DUTIL]
(¢pmroopecuenanzoTuonranatom) mnpousBoacta GHUIIOM umenn H.D. INamanen, 3atem cpesbl
npoMbIBaNIMCh PochaTHeiM OydepoM U 3aKphIBATIUCH MOKPOBHBIMH CTEKJIaMH C UCHOIb30BaHuEM 60%
rnunepuHa. Jlnis yueta pe3ynbTaToB HMPUMEHSIICS JIFOMUHECIIEHTHBIH MuKpockon Leica (DM4000B)

npu ysenuueHun x400. OueHuBanoch HaaMuue (IIOOPECIICHTHOTO CBEYEHUS PA3IHUYHBIX CTPYKTYP



45

MHOKap/a ObIka, 00pabOTaHHOTO CHIBOPOTKOM MalMeHTa B KaXI0M U3 pa3BeaeHuit (ot 1:40 no 1:320).
JlmarHocTuueckd 3HAYMMBIMU CUUTAIOCh OOHAapy)KEHHWE AaHTHHYKJEapHbIX AT B JI000M THTpE,
ocTainbHbIX AT — B TuTpax 1:160 u 1:320 u BeIie. [IpoBoauIack KOMIUIEKCHASI OLEHKA BCErO CIEKTpa
AT manueHra.

Hanubiii Meron npumensiercst ¢ 1970-x IT. ¥ U3HAYAJIBHO HMCIOJIB30BAJICS JUIsl ONpeneNeHuUs
aHTUKApIUadbHBIX AT y OonbHBIX peBMaTtu3MoMm [1]. CymiecTBEHHOTO TOBBIIMICHUS TUTPOB
aHTUKApIMaIbHBIX AT MpU 00CIIeOBAaHWU 3J0POBBIX JOHOPOB HEe peructpupoBasiock [3]. danHoe
uccnenoBanue BeinonHeHo 103 mauuentam B rpynne HKM (82,4%) u 30 (66,7%) B rpynme I1T. Turpst
AHTUKapAUaIbHBIX AT B IMHAMUKE OlleHEeHHI y 37 (29,6%) manuento B rpynne HKM uy 10 (22,2%) —
B rpynie IIT. Cpennuii BpeMEHHON MHTEpBaI MEXIY NEPBBIM M MOCIECIHUM aHAIM3aMH COCTAaBHII B
rpynne HKM u B rpynme IIT 16 [6,5; 33] mecsiueB u 17,5 [4; 27] MecsiieB COOTBETCTBEHHO.

KauectBenHoe onpedenenue cenoma Kapouomponuwvix 6upycoé B KpPOBU W/WIK B MHUOKap/e
meronoMm [P mpoBoauiock B uMMyHosormueckoil maboparopum «JIHK-texnomorus», neHtpe
MostekynsipHoit nuarHoctukd OI'Y IITHUUW snupemuonorun PocnorpebHanzopa. Mcmonb3oBanuch
npaitmepsl K cienytomuM Bupycam: Herpes Simplex Virus Type 1 (HSV1), Herpes Simplex Virus Type
2 (HSV2), Cytomegalovirus (CMV), Epstain Barr virus (EBV), Varicella zoster virus (VZV), Parvovirus
B19 (PVB19), Human Herpes Virus 6 (HHV6), Human Herpes Virus 8 (HHVS). JlanHoe uccienoanue
BBITIOTHEHO 69 nanmentam (55,2%) B rpynnie HKM u 14 (31,1%) B rpymme I1T.

Menuko-reHeTuyecKoe KOHCYJIbTUPOBAHUE OCYIIECTRISIOCH BpayaMH-TeHeTHKaMU J1abopaTopuun
MenunuHcko reHerukn PHIIX wumenn akagemuka b. B. Ilerposckoro. Ilpoomumace JIHK-
auarsoctrka B maHenu reioB MYH7, MYBPC3, TPM1, TNNI3, TNNT2, ACTC1, TAZ, ZASP
(LDB3), MYL2, MYL3, DES, DSP, TTN, LMNA, DTNA mnatdopme lon Torrent ¢ ucnons3oBanuem
naHenu onuromnpaiimepoB AmpliSeq ¢ mocnenyromnmm cekBeHupoBanueM o Cenrepy. Ha nacrosmuit
MOMEHT auarHoctuka nposeaena 41 (32,8%) 6onbubiM rpynnsl HKM, 5 (11,1%) nmauuentam rpynmsl
IIT. V 6onpmmnacTBa O0nMbHBIX JIHK-1rarsoctuka mpoaoiKaeTcs.

CraHaapTHOe HHCTPYMEHTAIbHOE 00c/IeJ0BaHMe BKITIOUAIO B ceOs moBepxHOCcTHYIO0 DKI B 12
OTBeZIcHUNX, cyTouHoe MmoHutopupoBanue ODKI' mo Xonrepy, TpanctopakambHyto DXoKI u Obu1o
npoBeneHo BceM mnanuveHtaMm B rpymnne HKM u B rpynne IIT. Peructpanusa OKI' npoBoaunace npu
nomory anmaparoB «Schiller» n «Marquette Mac 6» co ckopocThio 25 MM/c u ammutyaoit 10 mm/MB
B TOJOXEHUM NalueHTa Jexa Ha cnuHe. llpoBommncs cranpaptHelii aHanu3 OKI. Cyrtounoe
MoHuTopupoBanue DKI' BemomHsmock ¢ momomieto anmaparoB «Schiller MT-100» u «Xonrep JIMC
MOKI-HC-02m». TpancropakanpHas OxoKI BeimonHsace Ha amnmapaTtax «Acuson Sequoia C256» u
«General Electric Vivid 7» o cTangapTHOMY MPOTOKOJIY B ITOJIOKEHUH OOJIBHOTO JIeKa Ha JIEBOM OOKY
1 Ha cnuHe. OLEHUBAIUCH pa3Mepbl KaMep cep/lia, TOJNIIMHA CTEHOK, HAIMUYME HEKOMITAKTHOTO CJIOS

MHOKapJa, COOTHOCHUE €TI0 TOJIHWHEI K KOMIIAKTHOMY CJIOI0, KOJIUYCCTBO Tpa6eKyn, OLICHKa
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JaKyHapHOTO  (MEXTpaOeKysIpHOTO) KpPOBOTOKA C  IOMOIIBIO  I[BETOBOTO  JIOMIUIEPOBCKOTO
KaptupoBanusi, ¢ppakuus BeiOpoca (PB) JDK (mo Simpson B yeThIpeXkaMepHOW M ABYXKaMepHOH
npoekiusx), auacronudeckas ¢yukmus JDK (mo cootnomenuto E/A), cocTosHME KiIamaHHOTO
anmnapara, Hanu4ue Jierounoi runeptensuu. Kourponbnas OxoKI Beimonnena 61 (48,8%) manueHTty B
rpynne HKM u 11 (24,4%) B rpynne I[IT. Cpennuit BpeMeHHONM MHTEPBaAI MEX1y IIEPBBIM U TOCIEAHUM
uccienoBanusiMu coctasui 14,5 [8,7; 33,0] mec. B rpynne HKM u 16,0 [6; 26,5] mec. B rpynne I1T.

MPT cepoua ¢ KonmpacmHbim ycujleHuem 2adounuem (Tpernapar raJoBUCT) C TOJIIAHON
cpe3oB 4—-6 MM nposoamwiacek B JIPLL Poc3apaa, HIICCX umenn A.H. bakyneBa uinm MeIuIMHCKOM
nearpe MI'Y um. M.B. JlomonocoBa. MPT cepana nmposenena 61 (48,8%) 6onpHOMy B rpynne HKM u
18 (40%) — B rpynme IIT. MCKT cepoua c B/B KOHTpacTHpOBaHHEM OMHHUIAaKoM-350 nmpoBoaniack B
otaeneHun JydeBord auarHoctuku ®I'AOY BO IlepBeii MI'MY umenun M.M. CeuenoBa Ha 320-
cupanbHOM KommbioTepHOM ToMorpade Toshiba Aquillion One. OueHuBanmMch HaTUIUE
HEKOMIIAKTHOT'O CJIOS MHMOKapJAa, OTCPOYEHHOI'O HAKOIUIEHHMsI KOHTPAaCTHOTO IIpernapara, COCTOSHHE
KOPOHAPHBIX apTepuii, BHyTpUcepaeuHoro Tpomoo3a. Mccnenopanne BoimoaHeHo 89 (71,2%) 60abHBIM
B rpynne HKM u 32 (71,1%) — B rpynme IIT.

Cuyunmuczpagus muoxapoa npoBOIWIACH B OTJICICHUH PAIUOHYKIUIHOW quarHocTuku @I'AOY
BO Ilepssiit MI'MYVY nmenu .M. CeueHnoBa, BeinosnHeHna 27 nauuentam B rpynne HKM u 4 — B rpynne
[IT. UccnenoBanue NpoBOAKUIIOCH C UCIIONIB30BaHKUEM paguodapmmpenapara (PDIT) 99mTc ans onenku
xapakTepa pacrnpezaencaus POII u uckimodennst o4aroBbix 1eexToB nepdy3un B MOKOE.

Koponapoanzuozpagusn (KAI') BwIONHSATIACH B YCIOBHUSX OT/ACICHUS aHTHOTpaguu depe3
OeIpeHHYI0 WU JTY4YEBYIO apTePHIO, C BHYTPUBEHHBIM KOHTPACTHPOBaHKUEM Bu3HIakoM. MccienoBanue
IPOBOJIWIOCH JUIS MCKJIIOUEHHS] KOPOHAPHOTO aTepoCKIepo3a KaK MPUYMHBI UH(APKTOB (HEKPO30B)
muokapna, creHokapauu, XCH. KAI" Bemonnena 33 nauuenram B rpynne HKM u 6 — B rpynme IIT.
Bcero uccnenosanue koponapssix aprepuii ¢ momorbio MCKT, KAT unu 060ux METO0B IPOBEICHO
103 GonbHbIM (82,4 %).

Mopgonozuueckoe uccnedosanue muoxkapoa. Muokapa st MOpPOIOTHIECKOTO UCCICTOBAHUS
Obul TONMyYyeH B OOJBIIMHCTBE CIy4aeB JHOO B XOJ€ SHIOMHOKAPAMUAIBHOM OHOICHH TPaBOTrO
xkenynouka (OMb I1K), mnbo npu uccnenqoBaHuy SKCIUTAHTUPOBAHHOTO CEP/IlIa, TNOO TPH ayTOTICHH.
B omnom ciyuae marepuan (u3 ymika JIIT) ObuT monydeH B Xoje omepamvd Ha OTKPBITOM CEpIe
(mmactuka TpUKycnHIalbHOro kiamana 1o Jle Bera, yHuBepcanbHOE XOpAOCOXpaHSIOIIEe
MPOTE3UPOBAHUE MUTPAIBHOrO KjanmaHa oAHocTBOpuarhiM npote3oM MUKC No27, miactuka jeBoro
KeNy04Ka, MapaaHHYJIspHAsl IJIACTHKA JIEBOTO MPECEepIus).

B Poccun Ha cerofHsIIHUM J1€Hb OTCYTCTBYIOT PEKOMEHIAIMH, ONpPENENollie MoKa3aHus K
nposegennto  OMb  IDK. Cnenyer mnoguepkHyTh, UTO celyac HET  MHOTOLIEHTPOBBIX

PaHIOMHU3UPOBAHHBIX  HUCCIEIOBaHM, Ha pe3yslbTaTaXx KOTOPBIX MOXHO OBLIO OBl  CTPOHTH
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PEKOMEH/IAIMU C BBICOKUM yPOBHEM J0Ka3zaTenbHOCTH. [Ipu oTO0pe marmeHToB s nposeacaus OMb
IDK MBI OpHEHTHMPOBAIMCH HA HAy4yHOE PYKOBOACTBO O posn OMDB B auarHoctuke cepaedHo-
COCYIMCTBHIX 3a00JIEBaHMM, BBIMYIIEHHOE TOJI ATHA0M AMepukaHckoro u EBpomelickoro oOriecTB
kapaunosoroB B 2007 [186] u mepBbie EBponeilickue peKOMEHIaUMH MO JTUATHOCTHKE U JICYEHUIO
MHOKapaAuTOB, omyonukoBanHbie B 2013 r. [44]. Ecniu B pykoBoactse 2007 1. Obuta mpeAnpuHsTa
IOMBITKA ompezaeneHuss mnokazaHuili k OMDbB ¢ yka3zaHueM HMX YpOBHS J0Ka3aTeIbHOCTH, TO B
pexkomennanusix 2013 1. roBoputcs o ToM, uro OMDB pekoMeHIoBaHa BCEM TMALMEHTaM C
MpEaIonaaraéMpIM JIHarHo3oM MHUOKapAUT. Mbl CTpeMUMCh K BbINONIHEHHWIO OMDbB y manueHToB ¢
BBICOKOBEPOSITHBIM ~ JIMarHO30M MHOKapauTa (YCTAHOBJIEHHBIM Ha OCHOBAaHWU HEHMHBA3MBHOTO
IropuTMa IUATHOCTUKH) B CIEAYIOIMIUX CIIyYasx:
e [lammeHThl ¢ KIMHUKOW BIEPBBIE BO3HUKIIEH CEpJIEYHOM HEJOCTATOYHOCTH CO
3HAYUTEIBHBIM CHHKEHUEM COKPAaTUTENbHON (yHKIMN MHOKapaa (MeHee 35%)
e [JanmeHTHl ¢ KIMHUKOW BIEPBbIE BO3HUKIIEH CEPACYHON HEIOCTATOYHOCTH B COUYETAHUU
¢ pedhpakTepHBIMU K aHTHAPUTMUIECKON TEPANUX HAPYIICHUSIMHA PUTMa Cep/lia
e [lamuentsl ¢ mporpeccupyomumM teueHueM XCH (BHe 3aBUCHMOCTH OT €€ JTaBHOCTH),
HECMOTpPSI Ha MPOBEJEHUE CTAHAAPTHON KapIUOTPOITHON TEpANUK B TEUEHHUE 2-3 MECSLIEB

AHanu3 MoJly4eHHOTO MaTepuaia BBIMOJHAJICSA Ha Kadeape MaTojloruueckodl aHaTOMHM UMEHU
akagemuka A. . Ctpykosa Ilepgoro MI'MVY umenu .M. CeueHoBa, BKiIrouan B ce0si CTaHIapTHOE
TUCTOJIOTMYECKOE MCCIEAOBAHME B CBETOBOM MHUKPOCKOIIE C OKPACKOM IreMaTOKCHUIMHOM-303MHOM U
nukpo@ykcuHoM 1o Ban ['m3oHy (A1 BBISBICHUS COEIMHUTENIBHON TKaHU), MO JOMOJIHUTEIbHBIM
nokazaHusiM — PAS-peakmuio ¢ peaktuBom llludda (BbisBICHHE TIMKOreHa M JAPYTHX CIIOXKHBIX
YIJIEBOJOB), OKPACKy KOHTO-POT Ha aMUJIOUJ C MCCIIEJOBAHUEM IIPENapaToB B MOJSPU3YIOIIEM CBETE.
B rpynne HKM mopdonorndyeckoe uccienoBaniue MHOKapaa MpoBefeHo 26 0onpHBIM — 15 U3 HuX
BeimonHeHa DMBb I1K, omHoMy — WHTpaomepanioHHass OMOIICHSI, B TATH CIy4yasX — HCCIEIOBaHUE
SKCIUTAHTUPOBAHHOTO CEpIla, B TOM YHCJIE Y OJHOTO manueHTta mocie OMbB, u B 6 ciaydasx Obul
NpoBeAEH aHaJIu3 ayTONCHMHOro marepuana (y OJHOTO M3 yMepIIUX OOJIbHBIX HpPH KU3HU OblLIa
BeinosiHeHa OMB). B rpynme IIT mopdornoruyeckoe uccienoBanue Muokapaa ObLJIO MPOBEACHO 7
0onpHBIM (BO Beex ciydasx OMB).

HeobxoaumeiM ycioBreM ist mpoBeneHus OMDb sBisutoch TUCEMEHHOE coryiache 0OJIBHOTO Ha
npoBefieHre 3Toi nporenypsl. @opma HHPOPMUPOBAHHOTO coryiacusi U MHGOpMaLus Uil alKUEeHTa,
KOTOpPOMY MpEAIoaraeTcs MpOBEACHUE dHIOMUOKAPAUATBLHOW Ouorcuu, 0100peHbl MeKBY30BCKUM
KOMUTETOM 10 3TuKe, nmpotokon Ne 03 — 08. Kpome Toro, B mpormecce 0OclneI0BaHUs MAlUEHTHI
noanuckiBasi obmenpunasaTeie B [leppom MI'MY umenu U. M. CedyeHoBa corniacus Ha oOciieJoBaHUE
B paMKax MEIUKO-DKOHOMHUYECKHMX CTaHJapTOB M Ha TMPOBEJACHUE psda CTaHJAPTHBIX

UHCTPYMEHTANBHBIX ~ HccaenoBaHuid  (cuuHTUrpadum  muokapaa, MCKT cepaua ¢ B/B
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KoHTpacTtupoBanueM, KAI'), a Takxke WH(DOPMHUPOBAHHOE COTJIACHME Ha XPaHEHHE OMOJIOTHYECKOTO
MaTepuaia M TEHETHYECKOE MCCIEeNIOBaHUE, KOTOPOE MPUMEHSETCS B J1a00paTOpUU METUIIMHCKON
renetnku ®I'BHY PHIIX unmenu akamemuka b.B. IlerpoBckoro. Yacrtora mpoBeneHus pa3indHbIX

uccienosannii B rpynne HKM u B rpynme [1T npeacrasnena B Tabmure 2.2.

Tadauuna 2.2 — Yacrora nposeaenus ucciaenoanunii B rpynne HKM u B rpynne II'T

HccnenoBanne I'pynma I'pynna
HKM arT
OnpeneneHne THTPOB aHTHKApIUAIBHBIX AT B ChIBOpoTke | 81,6/32,8 66,6/24,4

KpOBH (TIEPBUYHO/B TUHAMUKE), %o

KadectBeHHOE  ompejeneHne TEHOMa  KapAHOTPOIHBIX | 55,2 333

BUPYCOB B KPOBH W/WIIK B MUOKapJie, %

JHK-muaraoctuka HKM, % 32,8 11,1
Cranpaptaas OKI', % 100 100
Cytounoe mouutopupoBanue IKI' o Xonrepy, % 100 100
Tpancropakanbhas OxoKI (nepBuuno/B nuHaMuke), %o 100/57,6 100/35,6
MCKT cepaua, % 71,2 71,1
MPT cepnama, % 48,8 42,2
CuwmnaTHrpadus Muokapaa, % 21,6 8.8
KAT, % 26,4 13,3
Mopdonorndeckoe uccieaoBaHue MUOKapaa, %o 20,8 15,5

2.4. MeToanKa NpoBeeHUs UCCJIeI0BAHUSA

Hama pabGora mnpencraBmsier co0oil HaOMIOAAaTeNbHOE TMPOCIEKTUBHOE HCceaoBaHue. B
3aBUCHMOCTH OT BBINOJIHEHUS KPUTEPUEB BKIIIOYEHHUS B UCCIIEIOBAHME MAIMEHTHI pa3JesulNCh Ha
rpyniny HKM (rpynmna ¢ 1ocToBepHBIM AMarHO30M HEKOMITAaKTHOTO Muokapza) u rpymnmy 1T (manuenTs
C HaJIMYMEM HEKOMIIAKTHOTO CJOS MHUOKapjaa 0e3 JOCTHKEHHUS UMH KPUTEPHEB HEKOMIAKTHOCTU —
MOBBIICHHOW TpaOeKyIIpHOCTHIO). CXema BBITIOJIHEHHS (IU3aifH) MCCIICIOBAHUS TPEACTABICHA Ha
Pucynke 2.5.

B nanbneiimem BHyTpu rpynnsl HKM B coOTBETCTBHU € MPEATIOKEHHON HaMU KiaccupuKauei
BBIJICJICHBI IIECTh KJIMHUYECKUX BapuaHTOB (popM, ciieHapueB quardoctuku) HKM: 6eccumnToMHusbrit
— OonbHBIC 0€3 CUMITOMOB HapylIeHHH putMma u npoBoaumocTt, XCH; apurMuueckuii — BapuaHT ¢
«MIMOTIATHYECKUMIY» aPUTMUSIMH, KOTJ]a HA IEPBOM MECTE B KIIMHMUYECKOHN KapTHUHE 3a001eBaHus ObLIN
HapyLIEHUs] pUTMa W IPOBOAMMOCTH CEPALIA B OTCYTCTBHE SIBHOM OpPraHMYeCKOW MaTOJIOTHH CEpALa;

nmemudeckuii — HKM nox mackoit UBC; HKM y 6onbabix ¢ kaptunort JIKMII, HKM y 60apHBIX ¢
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OCTPBIM/TIOZOCTPHIM MHOKapIUTOM M ImiecToil BapuaHT TeueHuss — HKM B couetanuu ¢ npyrumu
NepBUYHBIMH  Kapauomuonatusmu — runeprpoduyeckoir (I'KMII), pectpuktuBnoit (PKMII),
aputmorennor aucrutazuern DK (AJIDK), mepBuuHOM MuomucTpodueii, capkoug030M Cepila,

Ooire3npo [laHoHA.

AHM3alTH UCCAEAOBAHUA
KPHTEPHH BRAFOUEHHA e -éplonc—n;{- ST B 16 mecanes
Ty S roEapAa I v IIOBTOPHOE
Fovima A KAHHHKO-
Py . AabBopaTopHO- PI
HHCTPYMEHTAABHOE
HKM 5 C
aHAMHE3 oGcaepoBaHIE
supycel (ITLP, AT)
n=125 anTHRapanaspabe AT, X
i 9KT, cyroussii > _—
moHHTOp JKI, 0
axoxapaHorpadus
I’ ma MCKT/MPT
Py . Kananueckue rA\
IIT BAPHAHTEI bl
v
n=45 AHK-anargocruka j

PucyHnok 2.5. Cxema BbINOJTHEHUS (IU3aliH) MCCIeOBAHUSA

B xoje aHanmn3a noiay4eHHbIX JaHHBIX IPOBOAMIOCH conocTaBienue rpynnsl HKM u rpynmst IIT
LIEJIMKOM M CPaBHEHHUE OTJAEIbHBIX NOArPYIN IONapHO. B CBA3M ¢ TeM, YTO NPUMEPHO Y IOJIOBUHBI
OOJBLHBIX TUAarHOCTUPOBAJICS MUOKAPAUT, IPOBOANUIIOCH CPABHEHHE MAIMEHTOB C MHOKApIUTOM U 0e3 B
rpynne HKM, a rakke nanueHToB ¢ MuokapautoM B rpynne HKM u B rpynme [1T. YV wactu nauuenToB
MHUOKapJIUT MOATBEPKIEH MOP(}OIOrHUEcKH C MOMOINbIO OMONCUM MHOKapaa, y Ooibliedl dactu
OO0JIbHBIX UCIIOJIb30BAJICS PEJIOKEHHBIN paHee alrOpUTM HEMHBA3UBHOM TMAarHOCTUKUA MHUOKApINTA.
ANropuT™M pa3paboTaH Ha OCHOBAaHMHM COIMOCTABICHMS IAHHBIX MOP(OIOTHYECKOr0 HCCIEIOBAHUS
Muokapaa y 100 OONBpHBIX ¢ MAMONATHYCCKUMH apUTMUsMU U cuHApomoMm JIKMII u pazmuusbix
HEMHBA3UBHBIX KPHUTEPUEB C MOCIEAYIOMIEH OLIEHKOW 3HAYMMOCTH KaKI0ro u3 kputepuen [4]. B
pe3yJbTare 3Toi paboThl OBUIM BBIJEIIEHBI OONbIINE KPUTEPUH (TIPU3HAKHU C BBICOKOM (Ha ypoBHE 90%)
YYBCTBUTEILHOCTHIO HITH CIIEIIU(PHUYHOCTHIO) MUOKAP/IUTA, 32 HATMYUE KAXKI0TO U3 KOTOPBIX MAI[HEHTY
HAYMCIISUIOCh 10 2 6aiia, U Mayble (MeHee 3HAUMMbIe NMPU3HAKK) KPUTEPUH, 33 HATMUUE KaXKIOro U3

KOTOPBIX HAUUCIISIOCh o 1 6amny (Tabnuma 2.3).
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Ta6anna 2.3 — Kpurepun 1MarHoCTHKM MHOKAPAUTA

IIpusHaku banasl

boabmue kpurepum:
aHaMHecTUYecKass Tpuaga (CBs3b 1eOrTa 3a0o0lieBaHUs C TEpPeHECeHHOH uHpekmuei; | 2
OCTpPO€ HayaJlo; JAaBHOCTH 3a0oJieBaHUS MeHee | Toja) WM OCTpoe Hadaino + CBSI3b C

nH}peKuen

CUCTCMHBIC UMMYHHBIC IIPOABJICHUA 2

BBICOKHC TUTPbI aHTUKApAUAJIbHBIX aHTUTCIT

MaJibie KpuTEpHUH:

Bo3pact crapuue 40 et

0CTpOE HaYajo

CBA3b Je00Ta/000CTPEHUSI CUMIITOMOB C MH(EKITHEH

TAaBHOCTH JIO T'0J1a

AHTMHBI/ TOH3WIIAT

MUKPOBACKYJISIpHASI CTCHOKAP WS/ MIIEMHS (MOYKET COUETAThCS ¢ aTEPOCKICPO30M)

neiikouutos, CPb, ysennuenne COD, pubpuHOreHa

BUPYCHBI '€HOM B KPOBHU

noseimenue ACJIO

OGH.[PIG HMMYHHBIC U3BMCHCHHS B KPOBH;

MOJOXKUTEIBHBIN aHAIN3 KpOBH HAa TPOIIOHUH;

marojorudeckuii Q/ kommiekcsl QS Ha DKI

aTproMeranus (IJis MallueHTOB C APUTMUSIMH )

JoKajabHbIe runokuHe3bl (9xoKI)

BBITIOT B NIEpUKap/Ie

HapymeHus nepdy3uu (cuuHTUTpadUs)

el B el e s B e el e e e B e e P s B B s el B )

orcpoueHHoe Hakoruienue (KT/MPT).

[Tocne moxacyera 0ajgoOB NPUMEHSIIOCH AMArHOCTHYECKOE MPABUIO, B COOTBETCTBHH C KOTOPBIM
OTIpeNieNsIIach 6epOAMHOCHbL MUOKAPAUTA Y TIAlIUEHTA:
* 1 —2 6amna (1 GomnpIIoil / 2 1 MEHEe MaJIbIX KPUTEPHsI) — HU3KAS;
*3—4 (2 6onpmux / 1 Gonbmioi u 1-2 manbix / 3-4 ManbIxX) — CpeaHsIs;
*5—7 (3 6onpmux / 2 Gonpmmx U 1 Manerii / 1 60bm10# 1 3-5 MalbIX) — BBICOKAS;
* 8 u 6osee (3 GonbIIUX U 2 MaIBIX / 2 OONBIINX U 4 MAJIbIX) — OUY€HBb BBICOKASL.
Jlewenue u ucxoovi. BoabHBIM 1O TIOKa3aHUSM HaszHayanach craHgaptHas teparmus XCH,

NalKreHTaM ¢ MUOKapIUTOM, BepU(PULIIMPOBAHHBIM I10 Pe3yIbTaTaM MOP(HOIOTHIECKOT0/KOMITJIEKCHOTO
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oOcnenoBanusi — OasucHas Tepanusi (MIPOTUBOBUPYCHAs, WMMYHOCYNPECCHBHAs, WX COYCTAHUE).
WNHTepBeHIIMOHHOE JIEYeHHE BKIIIOYAIO B ce0s BBIMOJTHEHHE paauovacToTHOW abmamuu (PYA)
aputMoreHHoro (okyca nmpu gactoit MoHOMOphHOM XKXIC i ycroitunboii XKT, ycTheB JIErOUHBIX BEH
npu MeprarenbHoi aputMu (MA) n ummanTtanuto DKC npu Hapymenusix npoBoaumoctu, UK mpu
HAJIMYMY TIOKAa3aHUN K TIEpBUYHON/BTOpUYHOM npoduiakTuke BHe3anHou cepaeuHoit cmeptu (BCC).

Ha stane xoHTpoist GOMBHBIM MPOBOJMINCH aHAIHM3 CIIEKTpa aHTUKapIuaibHbIX AT, Dx0oKI'.
KoHTponbHOE HccnenoBanue nmauueHToB nposeneHo B 50,4% ciywaeB B rpynne HKM u B 28,8%
cnyuyaeB B rpynme I[IT. ¥V OonpHBIX, BKIIOUYEHHBIX MEHEE 4YeM 3a 6 MecsleB 10 OKOHYAHHS
WCCJICIOBAHMsI, JMHAMHKA ITOKa3aTeleil He OlleHuBanach. B TOM citydae, eclii manueHThl HaOIt0Ial0TCs
B KJIMHHMKE JUIUTENIbHOE BpeMsi U mpoBojuiack He onHa OXxoKI B guHamuke, a HECKOJbKO, MPHU
MPOBEJICHUN CTaTUCTUYECKOTO aHallu3a YYHUTHIBAIMCH JaHHble HauOojiee MO3AHUX HCCIEIOBAHUI.
Cpennutii cpok Habmoaenust cocrasuin 14,0 [4,0; 41,0] mecsnes B rpynne HKM u 6,0 [2,0; 26,5] mecsiia
B rpymme IIT.

Koneunvie mouxku uccreoosanus BKIIOYAIM CMEPTh OT KapAWOJOTHYECKUX M WHBIX IPUYHMH,

CYMMAapHBIN MTOKa3aTelb «CMEPTh + TPaHCIIIIAHTALIS.

2.5. MeToabl CTATHCTHYECKOH 00padOTKH

Cmamucmuyeckas obpabomka Marepuaia MPOBOAUIACH ¢ MOMOIILI0 Tporpammel IBM SPSS
Statistics 23. KonuuecTBeHHbIE MPU3HAKY TPU UX HOPMAIBHOM paclpeeSICHUH MPeICTaBIeHbl Kak M+0
(cpenHee + OIHO CTaHJIAPTHOE OTKJIOHEHHE), U B BUJIE MEJIMAHBI C yKa3aHueM 1-ro u 3-ro kBapTuieil B
ClIyyae HEHOPMaJIBHOro pacnpeneneHus. HopmanbHOCTh pacnpeneneHus MpoBeEPsUIach C MOMOIIBIO
tecta KonmMoroposa-CMHpHOBa, TOCTOBEPHOCTh pa3iIMuuil — € MOMOLIbI0 KputepueB CThIOJIEHTa,
Manna-YutHu, YWikokcoHa. [lyis cpaBHEHHMsS 4YacTOT (HOMUHAIBHBIX NTAHHBIX) B CPaBHUBAEMBIX
IpyMIax MCIOJIb30BATOCh NOCTPOCHNUE TAOIHUI] CONPSHKEHHOCTH C OMpPEEeNICHHEM TOYHOTO KPUTEpHUs
Oumepa. Pa3nuuusi CYUTAINCh CTATUCTHYECKU 3HAUMMBIMU TIpH p < 0,05. [ O1EeHKH BIUSHUS TOTO
WIM MHOTO (pakTopa Ha KIMHHYECKOE MpPOsBIECHUE 3a00JIeBaHUS MM MCXOJ OLEHUBAJICS MOKa3aTelb
otHocuTensHoro pucka (OP) u mpoBoamics ROC — ananus.

[Tomy4yeHHbIE TpU CTATHCTUYECKOM aHANU3€ pe3yJIbTaThl MPEACTABICHBI B BHIE TaOIuII,
rpaukoB M JWarpaMm, CO3JaHHBIX TpH MoMoIu mporpammbl SPSS statistics v. 23 u makera
npunoxenuit Microsoft Office 365.

HccnenoBanue BBINOJIHEHO B COOTBETCTBUM CO CTaHAApTaMU HaUIEKalled KIMHUYECKOMN
npaktukd (Good Clinical Practice) m npunnunamu XenbcuHckoi Jleknmapamuu. [Iporoxon
ucciaenoBanus 0100peH dtuueckum komuteroMm [lepsoro MI'MY um. . M. CeuenoBa (Ne 11 — 13 ot

13.11.2013).
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I'JTABA 3. PE3YJIBTATBI UCCJIEJOBAHUSA

3.1. O0mas KIMHHYECKasl XapaKkTepucTUKa 00JabHbIX rpynnsl HKM B conocraBiiennu ¢

3.1.1. O0mas KINHUYeCKas XapakTepucTuka 00abHbIX ¢ HKM

rpynmnoii II'T

OTAromi€HHBIA 0 HAJIMYUIO IEPBUYHBIX KAapAMOMUONATHH CeMeHHBbI aHaMHe3 MOXHO

IpocieauTh y 17 manueHToB, a IPeaoIOKUTh C BEICOKOH CTENEHBIO BEPOSITHOCTH €UIE y AEBATEPHIX

(20,8% cymmapno). YV 14 mauuentoB (11,2%) nuarHoctupoBano coueranue HKM c BpoxxnéHHbiMu

nopokamu cepana (BIIC), Ta6numa 3.1.

Ta6auna 3.1 — BIIC y nanuenToB rpynnsl HKM

KJ1araHn

JIBYCTBOpYATHIN aOpTaJIbHBIM KJlamaH C
aopransHOM HemoctatouHocThio [I-111
CTENeHH B COYETAaHWU C YACTUYHBIM
AHOMAJIHLHBIM JAPEHAKOM JIETOYHBIX BEH
C TMpU3HAKAMHU TEPETPy3KH MPAaBbBIX
OTHENOB cepama u - J100aBOYHOM
JICBOCTOPOHHEW BEpXHEW MO0 BEHOM.

BIIC Konnuectso, IIpumeuanue Xupypruueckas
n KOppeKLus
MOpoKa

JAMIIIT 6 B oaHoM ciydae JIMIIII couerancs c | ¥ JIBOUX
HEIOPa3BUTHEM  TPHUKYCHHMIAIBHOIO | OOJIBHBIX BO
knananHa  (TK), B gpyrom ¢ | B3pociom
BBIPAKECHHON mutpansHo# | Bo3pacte (30 u 54
HemoctarogHocthio  II-III  cremenw, | roma), y omHOU
KOTOopasi ~ MoOrja  HOCUTh  TaKxke | OOJIbHOM B 7 JIeT
BpPOKIAEHHBIN XapakTep

JIMIXII 2 B OOHOM ciy4dae HaOmoganoch | Y OJIHOTO
coueranue JIMJXXII co creHo30M | mamueHTa B 5 €T
BeIxogHoro oraena IDK

HanxnamaHHBINA CTEHO3 1 - -

JNETOYHON apTepuun

Cy0baopTanbHBIH CTEHO3 1 - -

l'unonuiasus ycTbs aOpThI 1 - -

[lepcuctupyromas nesast 1 - -

BEpXHSAA MoJ1asl BEHa

JIBycTBOpUaTHIN a0pTaidbHBIN | 2 B omHOoM ciydae QyHKIMOHAIBHO | -

Ha nannbpIit MOMEHT MaTOreHHbIEe MYTAIlUH BBISIBICHHI Y 12 GonbHBIX (9,6%) B renax MyBPC3,

TTN, DSP, DES, LAMP2; natorennsix MmyTtanuii B yacto acconuupoBanHom ¢ HKM rene MYH7 ne
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BBISIBJICHO, HO Y YETBIPEX MALIMEHTOB B HEM BBISIBJICHBI BAPUAHTHI C HEYCTAHOBJICHHBIM KIMHUYECKUM
sHaueHueM (VUCS); Bcero VUCS BrisiBieHbl y 6 0onbHBIX (4,8%), B ToM uucie B reHax MyBPC3,
ACTCI. V wnorux JIHK-mumarnoctuka mnpopomxaercs. Benymme KIMHUYECKHE MPOSIBICHUS Y
nanuenToB rpymnnsl HKM u rpynmet I1T npuenenst B Pucynke 3.1 u Tabmure 3.3.

Kiaccuueckoli Tpuanoit knuandeckux npossieHuii HKM B Hacrosimee Bpems cuutarorcss XCH,
HapyLIECHHUs pUTMa cepAlia (Yalle >KeTy0YKOBbIe apUTMUHN) U TPOMOOIMOOIMYECKIE OCTIOKHEHHUS.

XCH. Pazsutue XCH oTmeueHo y nojasistoiiero 0onbpIIMHCTBA narueHToB rpynnsl HKM (104
yenoBeka, 83,2%), y 92 yenosek (88,5% ot uncna 6onbHbix ¢ XCH) nuarnoctupoBana XCH cragumn
IIA u Bome; npeobnananu 2 u 3 K. bonbie yeM y TpeTn Bcex NallMEHTOB OTMEUYEH TPETUH U BBIILIE
®K XCH (46 6onbubIX, 36,8%). Cpennue OxoKI-mapamerpbl CBUAETEIBCTBOBAIN O CHUKECHUU
COKPATUTEIbHON CIIOCOOHOCTH U NPEUMYIIECTBEHHOMN AMaTalliM JIEBBIX Kamep cepila: cpenHee
sHauenne KJIP JIXK cocraBumo 6,1 cm, ®B JIXK — 38,6% (Tabnuma 2.1).

Hapyumienusi puTMa 4 IpOBOAMMOCTH cepaua npejacranieHsl B Tabmuue 3.2.

Tabauna 3.2 — YacTora BCTpe4aeMOCTH PA3JIMYHbIX HAPYIIEHU PUTMA U IPOBOAMMOCTH Y

namuenTos ¢c HKM

Hapyumienusi puT™Ma 4 IPOBOAMMOCTH cepana YacToTa BcTpeyaemocTH, %
KT, Bcero 51,2
Yacras xxemynodkoBas sxcTpacuctoiaus (JK3), 6omee 500 B cyTKH 47,2
KT neycroiiunBas 46,4
MA (B T.4. TpeneTanue npeacepauii y 1 u3 HUX), BCero 30,4
[Tonnas 6mokana neBoit Hokku myuka ['mca (JIHIID) 19,2
ATtpuoBeHTpukyispHas (AB) 6mokana I-111 crenenun 14,4
KT ycroitumBas 13,6
briokana nepenneii Bersu JIHIIT 13,6
MA mapokcu3MaibHas 12,8
Cunapom cnaboctu cunycoBoro y3mna (CCCY) 10,4
MA nocTostHHasg 8,0
MA nepcucTtupyromas 8,8
[Tomras 6mokana nmpaBoit HoXkH mydka ['mca (ITHIIL) 8,8

Tpom0603b1 1 3MG01uM. BHyTpHCcepaeuHbIil TpoMO03 1/min 3MO0IMH BhIsBIIEHB Y 23,2%.

He Bxonsmue B KJIacCHYECKYIO0 TpHAJy CHHIPOMOB MPOSIBJCHHS HIIEMMH MHOKapaa
BCTPETUIIUCH Y TpeTu 001bHBIX (36,0%, n=45): crenokapaus 1-3 @K'y 20% (n=25), undapkt (HeKpo3)
muokapra y 16% (n=20), reMoguHaMUYEeCKH 3HAYUMBIA aTEPOCKIEPO3 KOPOHAPHBIX apTepuil Mo

nanHbM KAT™ umn MCKT-koponaporpaduu BeisiBieH y 9,6% (n=12).
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3.1.2. O0mas KJIMHAYECKAas XapaKTepucTuKa 00abHbIX ¢ IIT

OTAroméHHbINA MO KapAMOMUOMNIATUAM CeMeHbII aHAMHe3 MOKHO IPOCIEAUTh y ABOUX, CIIE Y
JIBOMX MOKHO ero npeanoiioxuth (8,8% cymmaphno). Coueranue IIT ¢ BIIC Berpetunioch B 1aHHO#
rpynne y 6 mauuentoB (13,3%): 1 — JIMXKII, 1 — anomanus ayru aopThl U €€ BeTBeH, | — OTKPBITHIi
apTepuaNbHbIi MPOTOK (MAIMeHTKa IPOoOolepHpoBaHa B Bo3pacte 2 Jer), 1 — (yHKUMOHAIBHO
JBYCTBOPYATBhIM aopTajbHBIM KJAllaH, aopTajlbHas HeaocTaTodHocTh Il cremeHu, 2 — OTKpBITOE
OBAJIbHOE OKHO, | — MHKCOMAaTo3Has JereHepalus MUTPAJbHOrO KiamaHa, M[OoTpeOoBaBILas
XUPYPTrUYE€CKON KOPPEKIINU.

IlaTorenHasi MyTanus B rpymnie CpaBHEHUS BbISIBJICHA HA JTAHHBIA MOMEHT JIMIIb Y MAIlUEHTa C
cunapomoM Anbnopta, B reHe COL4AS; em€ y onnoit nauuentky BoisiBiaeH VUCS B rene MYH?7.

Cpenu 6onpHbIX rpymmbl 11T passutne XCH ormedeno Gosnee yem B MOJIOBHMHE ciydaeB (27
yenoBek, 60% mnanueHToB), y 85,2% »Tux 6onbHBIX quarHoctupoBaHa XCH cramuu I1A u BbIme; Tak
xe, kak ¥ B rpynne HKM, npeo6nananu 2 u 3 ®K. Tperuit u Boitie ®K XCH otmeuancs y 12 60abHBIX,
YTO COCTABUJIO MEHEE TPETH BceX HadmonaeMbix (26,7%).

Hapyumienusi puTMa U NpoBOAUMOCTH cepAla npeacTabieHsl B Taommme 3.3.

Tabauna 3.3 — Yacrora BCTpe4aeMOCTH Pa3JIMYHbIX HAPYLIEHUI PUTMA U NPOBOJAMMOCTH Y

nanueHTosn ¢ IIT

Hapymenusi puTmMa 1 NpOBOJAUMOCTH CepALa Yacrora BcTpeyaemMocTH, %
Yacras XKD 37,8
KT, Bcero 37,8
KT nHeycroitunBas 35,6
AB — 0onmokama 1-— III crenenu 20
MA (y nBoux u3 Hux TII) 17,8
bnokana nepenueii etsu JIHIIT 15,6
MA napokcusManbHas 11,1
ITonnas 6mokana JIHIIT 6,7
MA nocTtosHHas 4.4
KT ycroiiuuBas 4,4
MA nepcuctupyomas 2,2
ccey 2,2

Tpom0603b1 1 3MG01uM. BHyTpHcepaeuHblii TpoM0603 u/min 3M001H BhIsiBIIeHB! y 13,3%.
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[IposiBienus: umemuu muokapaa. Crenokapaus 1 - 3 ®K ormeuena y 6,7%, uadapkt (HEKpo3)
MHUOKapJa y oxHoro (2,2%), reMoqnHaMU4eCKH 3HAUYMMBbIl aTepoCKIEpO3 KOPOHApHBIX apTepUil MO

nanHbeiM KAT nin MCKT-koponaporpaduu BeisiBiaeH y aBoux (4,4%).

3.1.3. OueHKa CTAaTUCTUYECKOH I0CTOBEPHOCTH Pa3/IMYUil B 4ACTOTE KIMHUYECKUX MPOSIBJICHUI

y nanuenToB B rpynne HKM u rpynne IIT

JLst OILICHKU CTaTUCTUYCCKOU JIOCTOBEPHOCTHU pa3nuuuit KJIMHUYECKHUX Hu
anekTpokapanorpadudeckux npossiaeHuit B rpynne HKM u rpynme 1T ucmnonas30Baiocs mocTpoeHne
Ta0IHI] CONPSKEHHOCTH C ONPEACIICHUEM TOYHOTO KpuTepus duiepa, ypoBeHs p meHee 0,05 cuurtancs
OCHOBAHHUEM JIJIs1 3aKJIFOYEHHS O CTATUCTHYECKOUM JOCTOBEPHOCTH pazinyuuil. J{aHHbIe pecTaBIeHbI Ha

Pucynke 3.1 u Tabnunax 3.4 u 3.5.

Taéauna 3.4 — Yacrora pa3iMYHbIX M3MEHEHUN HA JIEKTPOKAPAMOrpaMMAax y MAIMEHTOB C

HEKOMIIAKTHBIM MHOKAP/0M M NOBBILIEHHOH TpadekyasapHocTbI0 JIK

IKI'-npu3znak HKM JIK, % T JIK, % JlocToBepHOCTH

paziauyuii, p

Huskuit  Bonmpraxk QRS B cranpgaptheix | 12,8 2,2 0,049
OTBEJICHUSAX
HenocraTtouHoe HapacTaHue aMIUTUTY Ik 3yOroB | 32,0 13,3 0,02

R B mpaBBIX TpyIHBIX OTBEICHUAX

[TpuzHaku runepTpodu JIEBOTO KeITy 0IKa 35,2 28,9 0,877
Jenpeccuss cermenta ST B neBbIX TpyaHeix | 20,2 26,6 0,278
OTBEICHUAX
IMonsém cermenta ST B mpaBelx TIpyAHBIX | 9,6 4,4 0,522
OTBEACHUSIX
[MaTonoruueckmii 3yoen Q/komruiekc QS 13,6 4.4 0,075
Kommnexc QRS > 120 mc 33,6 22,2 0,764
Otpunarenpubie 3yousl T B aByx u Oomee | 42,4 333 0,695
OTBEACHUSIX

HN3menennst Ha IKI'. HexoTopsie u3 3THX M3MEHEHUH ObUTH HEeCTIEITU(PHUIECKUMHU B BCTPEYATUCH
kak y 6ospHBIX ¢ HKM, Tak u B rpymnme c¢ IIT, kK HUM MOXXHO OTHECTH OTpHIATeNbHBIC 3yOIbl T,
npusHaku runeprpoduu JOK (cymma ammmutyast Svi/Svz 1 Rys/Rye 6ombiie 35 MM u/unm amrirya
R BaVL Gonbie 11 Mmm), yBenuueHue npoaosnkuTenbHOCTH KoMiiekca QRS, nempeccuto cermenta ST.
Bonee cnienuduunbie (HO, KOHEUHO, He cyry0o creruduunbie 111 HKM) npusHaku BcTpeyainch pexe

— Hebomnpmmoi (He Oomee 1 MMm) moabém cermeHTa ST B MpaBhIX T'PYIHBIX OTBEACHUSAX Vi — V2,
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natosiorndeckue 3yousr Q/komrekcsl QS; WM T0CTOBEpHO pexke (HU3KUI BosibTax Komriekca QRS B
CTaHJAPTHBIX OTBEIEHUSIX, HEOCTAaTOYHOE HapacTaHue 3yOI0oB R B rpyAHBIX OTBEICHHUSAX) B IpyIIe

nanuenToB ¢ [1T (Tabmuna 3.4).

Ta6auna 3.5 — CpaBHeHHe OCHOBHBIX KJIHHUYeCKHX NposiBjieHuil y nanueHToB ¢ HKM u IIT

JIK

Kiaunuuyeckuii mpusHak HKM JIK, % IIT JIK, % CraTucTHyeckasn
JA0CTOBEPHOCTH
pa3IM4ui
XCH (cramuu I-111) 83,2 60,0 0,002
©®K XCH (1-4) 16,0/30,4/32,0/4,8 | 8,8/24,4/26,8/2,2 0,058
®K XCH 3 u BbIIIIC 36,8 26,7 0,272
K3 6onee 500 B cyTkH 472 37,8 0,299
KT (ycroitumBasi, HeycTOMIMBas ) 51,2 37,8 0,164
MA (mroGast popma) 30,4 17,8 0,120
ITBJIHIIT 19,2 6,7 0,057
AB-6mokana (Bcex cTerneHei) 14,4 20 0,476
ccey 10,4 2,2 0,116
BuyTtpucepneunsiii TpoM003 19,2 13,3 0,495
OMmOo0aun 15,2 6,6 0,323
Crenokapaus (1-3 @K) 20,0 6,7 0,058
Hudapkr (Hekpo3) MUOKapaa 16,0 2,2 0,016
OtaroméxHbIA ceMEHHBIN aHaMHE3 20,8 8,8 0,109
BIIC 11,2 13,3 0,788

Kiaununyeckue nposiBiaenusi. Yacrora passutus cumntomoB XCH mro0oit cragum Oblia
JIOCTOBEPHO BblLIE B rpymnne nanueHToB ¢ HKM, ognako npu ouenke yactotsl pa3Butus XCH Tperbero
u BbItie OK cratrcTruecku OCTOBEPHBIX PA3IMYHI MEX Ty TPYIIIaMHU BBISIBIIEHO He ObLT0. [Ipu otieHke
otHocutenbHOro prucka (OP) namuuns XCH B rpynne HKM u rpynme I1T ycranoBneno, 4ro Hamn4aue
HKM Bnusier nHa puck passutuss XCH (OP = 1,38, 95% AU: 1,07 — 1,78). Yactora uH}papKTOB
(HeKpo30B) MHOKapaa OblIa JOCTOBEpHO BhIe B rpynne HKM, HO mpu olieHKe OTHOCUTENBHOTO PUCKa
BO3HUKHOBEHUS HeKkpo3a Muokapaa HKM ne mposiBui ce6s kak ¢akrop pucka (OP =7,2, 95% JAM: 0,99
— 52,11). JlocToBepHO#l pa3HMIIBI B YacTOTE BO3HMUKHOBEHMsI HapymieHWd putma (dactas XKD,
HeyctounBas u ycronuuBas KT, MA Bcex dopm), nmpoBogumoctu (CCCY, AB-6nokana, momaHas
omokana JIHIIT) 3adukcupoBano He ObL10. HacToTa BOSHUKHOBEHHUS TPOMOOIMOOINIECKUX COOBITHIA

(TpoM0OO3bI W/MIK 3MOO0NIHMM) TaKkXKe IOCTOBEPHO HE paziuyalach B Tpynmnax HaOmoneHus. Ilpu
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CpaBHEHMHM YaCTOThl BO3HHKHOBEHHUS moyHOW Onokansl JIHIII u creHokapauu ObUIM TOJTyYEHBI

3HaueHuss p 0,057 u 0,058 COOTBETCTBEHHO, YTO MOXKET YKa3blBaTh HAa BO3MOKHOCTb JIOCTHKEHUS

CTaTHUCTUYECKOM IOCTOBEPHOCTH MNP YBEIMYCHUH YHCIIa HAOII0eHUH.

BNC msrwm
ey cemeiiHblii aHaMHes VIS
i MHdapKT/HeKpo3 MuoKapaa EEVIEE
L cTeHoKkapgua (1-3 ®K) EEEELW;
. ambonuy  EEEEEE
I BHYTpUCepAeYHbli TPOM603 IPZEEE
Ll CCCY KM
I AB-610Kaga (Bcex cteneHei) MEFEE
[ 3| NB/IHAT Pz
(24 O MA (napokc./nepc./nocr.) MEEVAE 10 |
5 A |- T (Heycr./yct./coueTanve) YR AN
1/ | X3 6onee 500 B cyTkv NI
I N — 4 ®K XCH (1-4) mwlomm 40 0]
K - . * XCH (craguu I-1ll) mwm I iy A
30 20 10 0 0 20 40 60 80 100 120

Pucynok 3.1. OcHoBHBIe KJIMHNYeckHe MposiBiaeHus B rpynne ¢ HKM (cnpasa) u B rpynne ¢ IIT
(cneBa). IlpuBoguTcsi aGCOTIOTHOE KOJUYECTBO OOJBbHBIX. * - pasmuuust CTAaTUCTHYECKU

noctoBepHbl, p meHee 0,05.

3.2. O0mas XapakTepuCcTUKA KJIMHUYECKUX BapuaHTOB (cueHapueB guarioctuku) HKM JI7K

Hecmotpss Ha cymiecTBoBaHMe OOMIMX, TUMMYHBIX cUHApoMoB mpu HKM, o KoTOpbIX ObLIO
CKa3aHO BBINIE, OONBHBIC MPHUXOAWIN B KIMHUKY IO pPa3HBIM IOBOJAM, B TOM YHCJE IOCIE
HEOJIHOKPATHOT0 00CIe0BaHus, C Pa3IMYHBIMU Kalo0aMu, B pa3HOM IO TsKecTU cocTostHUH. CToIb
K€ pa3IMYHbIMM OBLIM W JAHWarHo3bl, KOTOpPbIE CTaBWJIMCHh NalMeHTaM. SIBHasg NOIUMOP(HOCTDH
KIIMHUYECKOW KaPTHHBI U BO MHOTOM OOYCIIOBIICHHASI STUM BBICOKAs YaCTOTA OMIMOOYHOTO IIEPBUIHOTO
muarnosa (1o 90% mo JaHHBIM JIUTEpaTyphl [87]) nenaeT menecooOpa3HbIM BhIJCICHNE KITHHHYECKUX
BapUaHTOB («Macok», crieHapueB nuarHoctukn) HKM. Kak yke ymomunanocs B riaaBe «Martepuan u
METO/IbI», COTIIACHO MPEJIOKEHHOMN paHee Kiaccupukanuu [S] BeIIeIeHB 6 KIMHUYECKUX BapUAHTOB

HKM (Pucynok 2.6, Tabnuma 3.6.):

1. beccuMnTOMHBIN — HEKOMITAKTHBIN CII0M MUOKapAa ObLT BBISIBJICH CITyY9ailHO TIpHU 00CTIeJOBaHUHN
1 He 00yCIaBIMBa KaJ00bl/CUMITTOMBI TIAITUEHTA;

2. «Apurmunueckuit» win HKM ¢ «uauonatndeckumMm» apUTMUSMHU, KOTOPBIE IMOCITYKUIU HE
TOJILKO TIOBOJIOM JJIsl OOpAICHUs 32 MEIUIIMHCKON MOMOIIBIO, HO U 3aHMMANIM LIEHTPalIbHOE

MECTO B KIMHUYECKOM KapTUHE,
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3. «Mmemuueckuity nnmu HKM non mackoit UBC, - knnuudeckast KapTUHA (CTEHOKAPAWS/UIIEMUS )
yOeauTenbHO CBUIETENBCTBOBANIA B MOJIB3Y BXOAHOTO nuarno3a MbC;

4. JKMII — HKM y GoJbHBIX ¢ KAPTHHOW TUIATAIMOHHONW KapIHOMHUOTIATHH;

5. HKM y G0nbpHBIX ¢ KAPTHHOM SPKOTO U THKEIOTO OCTPOT0/TOOCTPOT0 MUOKAPAUTA, KOTOPHIi
CTaJI HETIOCPEICTBEHHBIM ITOBOJIOM JJIsl OOpAIlleHuUs K Bpady M 00CIeI0BaHNUS;

6. HKM B couerannu ¢ ApyrumMu (Jamie mepBUIHBIMU) KapIUOMHOIATUSIMU — TUIEPTPOhUIeCcKoit
(F’KMII), aputmorennoi aucrutazuenr TDK (AJIDK), pecrpuktuBnoit (PKMII), mepBuunoi
muoauctpodueit, 6one3npro J[aHoHa, a TakKe CapKOMIA030M CEpIla, KOTOPHIM B COUYETAHUU C

HKM npuBoaun k passututo kaptuasl PKMIT.

Takwue ke KIMHUYECKUE BapHaHThl ObUTH BhIeIeHBI B Tpytme [1T.

HKM nTt

B BeccMMATOMHBINA

H "Wanonatuyeckue”
ApUTMHUM

= "MBEC"

AKMI

B Octpriii/nogoctphiii
MUOKapAWT

B Co4eTaHMWe ¢ gpyrumu
KmMnN

Pucynok 3.2. Pacnpenenenue kiuHn4eckux sapuantos B rpynne HKM u rpynmne II'T

Ta6auna 3.6 — XapakTepucTuKa rpynn nauueHToB ¢ Pa3HBIMH KJIHWHHYECKHUMU BApHAHTAMH

(cueHapusiMu)
Cuenapuii Be3 «Apuonaru- «ABC» JKMIT OcTtpbiid/ Coueranue
CHMIITOMOB YecKue» MOAOCTPbIii ¢ APYTHMH
apUTMHH MHOKAPIMUT KMII

N 4yesioBek 3 19 10 49 15 29
Cpennuii 36,0+5,6 43,9+16,6 54,0+15,3 49,7+15,1 43,7+13,2 42,1+14,1
BO3pacCT, JeT
My:k./’eH., n 1/2 11/8 5/5 32/17 11/4 14/15
(%) (33,3/66,7) (57,9/42,1) (50/50) (65,3/34,7) (73,3/26,7) (48,3/51,7)
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OTArouIéHHbII 0 5(26,4%) 1 (10,0%) 9 (18,4%) 2 (13,4%) 9 (31,0%)
ceMeiHbIT

aHaMHe3, n (%)

BIIC,n (%) 0 2 (10,5%) 1 (10,0%) 4 (8,2%) 1 (6,7%) 6 (20,7%)
Cpennss @B, % | 51,6+9,5 53,2+48,8 47,2+10,7 32,9+10,8 27,0+9,0 41,0+14,5
Cpennunii  KJP, | 5,1+0,8 5,4+0,5 5,8+0,6 6,5+0,8 6,5+0,7 5,7+0,7
cM

OK XCH, | - 0[0;1] 1,25[0;3,0] 2,5[2,0;3,0] 3,0[2,0;3,5] 2,0[1,25;
Menuana [25;75] 3,0]

KT, n (%) 0 8 (42,1%) 2 (20,0%) 24 (49,0%) 10 (66,7) 20 (69,0%)
Tpom6oambony | 0 2 (10,5%) 3 (30,0%) 12 (24,5%) 8(53,3%) 5(17,2%)
ecKue CcoObITHS,

n (%)

HNM/nexpo3 0 0 4 (40,0%) 7 (14,3%) 6 (40,0%) 3 (10,3%)
MHoOKapaa, n (%)

HWmnuanr. 0 6 (31,6%) 1 (10,0%) 20 (40,8%) 3 (20,0%) 15 (51,7%)
ycTpoiictBa, n

(%)

Tpancnjaanramu | 0 0 0 2 (4,1%) 1 (6,7%) 4 (13,8%)
1 cepaua, n (%)

CmepTs, n (%) 0 0 0 6 (12,2%) 5(33,3%) 7 (24,1%)

HpI/IMeLIaHI/Ie. B ckobOkax YKa3aHbl % OT KOJIMYeCTBa ManuCHTOB B I'PYIIIC C JaHHBIM KIMHUYCCKUM BapuaHTOM

,Z[anee MMOCJICAOBATCIIPHO OCTAHOBHUMCS Ha IOArpymnmnax IMafgueHTOB C KaXAbBIM U3
MPEACTABIICHHBIX KIMHUYECKNX BAPUAHTOB U HpOBeI[éM, € 3TO BO3MOXXHO, CpaBHI/ITeJ'II)HHﬁ dHaJIu3 C

aHaJIOTMYHOM noArpynmoi nanueHTos ¢ I1T.

3.2.1. BeccHMNTOMHBIH KIHHUYECKUH BAPHAHT

HKM MosxeT HUKaK ceOst He MPOSBIIATh U KAKOE-TO BpeMs IPOTEKATh MPAKTUYECKH OECCUMIITOMHO.
beccumnToMHBIM BapuaHT — HaubOosee peakas KIMHMYecKas (opMa B Halled rpymnmne OONbHBIX, YTO
MOXeET OBbITb OOYCIIOBJIEHO MpeoOsialaHieM B CTallMOHape TSOKEIBIX MalKMeHTOB. B 3Ty moarpymmy
BOLLIM 3 4yenoBeka: MyxuuHa 42 ner HaOmonancs B OTK, HecMoTpst Ha BeIpakeHHOE cHIDKeHUE OB
(mo 35%) u pacmmpenue KJIP JDK no 6,8 cm, kuHnueckux npuzHakoB XCH, 3HauMMbIX HapylIeHH
pUTMa Ha MOMEHT oOcieZloBaHUs He ObLIO; >keHIIMHA 31 roja HabmoJalack B PEBMATOJIOIHMYECKOM
OTJICJICHUH B CBSI3M C JINXOPAJKOW HESICHOTO T'eHe3a — apuTMUi, IPU3HAKOB HileMun mMuokapaa, XCH
BBIABJICHO HE OBUIO; KEHIIMHA 35 JIET C jKano0aMu Ha MOBBIIMICHHYIO YTOMIIIEMOCTh — KIMHUYECKUN

BapuanT HKM 0b11 onipeieniéH kak 0€CCUMIITOMHBIN B CBSI3H ¢ OTCyTcTBUEM ITpu3HakoB XCH, aputmuid,
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UIIEMUN MHOKap/a, ’ajo0bl, Hanboyiee BEPOSTHO, 00YCIOBICHBI MOATBEPKIAEHHON MPHU MPOBEICHUN

OKT-nipo6 nHeliporupkynsTopHoit auctonueit (Tabnuua 3.7).

Taoauna 3.7 — KpaTkasi XapakTepuCTHKA MAMEHTOB ¢ 0ecciMnTOMHBIM BapuanTom HKM

pabore cepaua.

Otpuuarensusie T B

III oTBeneHHUN.

MMamuent Kanoosl IMMoaTBep:x- KT IxoKT Jnaruo3
JeHue
HKM

MyxuunHa, | oOmias ciabocts, | DxoKI YCC 70 yn/muH., OB 41%, HKM. Cungpom

42 rona CHUXXCHHE MCKT runeptpodus JOK KJP 6,0 cm, Bapra?
TOJIEPAHTHOCTH K (S5+V2 50 mm), l'unepTonnyeckas
¢busnyecKkuM HerryOokue 6onesnsb 11 cragum, 3
Harpy3Kam, OTpHIIaTEeIbHBIC CTETICHH TTOBBIIICHUS
noBeIeHUE AJ] 3y6rel T B oTB. I, A]l, puck 3.

10 160 u 100 MM aVL, Vs-Vi), QS B

PT.CT. otB. III. Cuanpom
paHHel
penospu3aluu.

XKenmuna, | 00JM B HOTax, Ox0oKT IIpuznaku ®B 60%, HKM.

31 ron HOSICHUIIE, MCKT runeptpodun JIK KJIP 4,8 cm, Hecneungpuueckuii
TTOBEIIIICHHE OpraHNYecKHe a0pTOAPTEPUUT
TEeMITepaTypsl 10 W3MEHEHUs CTBOpOK | (6one3ns Takascy) V
37,5 C, a0pTaIbHOTO THIIA C TIOPAXKECHUEM
nossimenne COD KJIalaHa, JyTH, BOCXOJISIIETO U
110 60 Mm/4ac, HEe3HaUUTEIIbHOE OpIOILIHOTO OTAEJIOB
ObicTpas YKOpOYEHHE JIEBOI A0PTHI,
YTOMIIIEMOCTB, KOPOHAPHOM OpaxuonedanbHbIX
OJbIILIKA U ctBopku, AH 2 apTepui, JIErOYHOro
noaséme Ha 2 CTCIICHU, CTBOJIA U JICBO
3Tax JIETOYHOM apTepuH,

JICYEHHBIN
KOPTHKOCTEPOHIaMHI
Y a3aTHOTIPUHOM.

KeHnmuHa, | MOBBIIIEHHAS OxoKT" puT™ cuHycoBbIil, Ha | @B 59%, HKM.

35 ner YTOMJISEMOCTb, MPT BIIOXE — KJIP 4,8 cm, HeitpounpxynsaropHas
c11aboCTh, npeacepansiit, HCC | aneBpuszma MIIII 6e3 | aucToHUS C
yYameéHHoe 78/vMuH. CHUKEHHE | MPU3HAKOB cOpoca, TaxuKapAuaIbHBIM,
cepanebueHue, BOJIbTaXKa MP u TP 1-2 creneHu| acTeHUYECKUM
OIIyTIICHHE koMmIuiekcoB QRS B CHHIpOMaMH.
nepeboeB B aVL. MuTtpanbHas U

TpUKyCOHUAaJIbHaA
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B anamnese — TTosoxxureabpHbIe HeocTaTouyHOCTh [-11
HIUOTIaTHIeCKas OKT-nipoOsl ¢ CTETICHH.
KpaIruBHUIIA, OpPTOCTATHKOH U

JICUCHHAS TUICPBCHTUISIIIACH.

OMan3yMaboM.

B epynne [IT 6eccuMITOMHBIN BapHaHT MOYKHO OIIPEICNIUTh Y ABYX MOJIOJIBIX MAITUEHTOK, 19 u 33 ner.
VY onHOM U3 HUX OTArowEH ceMelHblil anamHe3 o KMII — y matepu BoisiBnen HKM, ona BkiroueHa B
OCHOBHYIO TpyMITy; y Ipyroi 6ompHOi nMeeTcst BIIC: OTKpBITHIM apTepuaibHbIA TPOTOK (TIepeceuéH B
BO3pacte 3 JIeT) U IpeaKiIanaHHas aopTaibHas MeMOpaHa (Xupypruyeckasi KOppeKIus mpoBeieHa B 26
net). Y obeux manueHtok ¢ IIT BeisBnena HIIJ] kak mpuumba >xamo® Ha oOmuIyr c1aboCTh,
NOBBILIEHHYIO yTOMisieMocTh. IlpusnakoB XCH, HapymeHuil puTMa M NpPOBOAMMOCTH, HIIEMUU

MHOKap/a He ObLIO.

3.2.2. ApuTMUYECKUII BAPUAHT

Briaenenue 1aHHOTO KIIMHUYECKOTO BapraHTa 00yCIOBJIEHO TEM, UTO HapyLICHHUs puTMa cep/ua,
XapakTepHbIC [UIsI MHOTUX OONbHBIX B rpymne HKM, numb y manueHToB JaHHOW MOATPYIIBI ObUTH
TJIABHBIM TTOBOJIOM OOpaIlleHus KO Bpauy M 3aHUMAaJM IEHTPaJbHOE MECTO B KapTHWHE 3a00JIeBaHHUS,
ciyuaeB Tspkénot XCH B aTo#t moarpymnme He ObLIO.

B nannoit noarpynne 19 yenosek, cpeanuii Bo3pact coctabui 43,9 + 16,6 rona, 57,9% myxuuH,
42,1% xennuH. OTATOMIEHHBIN IO KapAUOMHUOIIATHSIM ceMelHbIii aHaMHe3 MO>KHO ObUIO MPOCIEANTh
y mATephIX 0OIBHBIX (26,4%), MBOE M3 HUX MaTh U ChIH ¢ BepuduimpoBanubiM HKM. Emg y tpoux
OOJILHBIX OTMEUEHA BHE3alHas CMEpTh POACTBEHHHKOB B MOJOJOM Bo3pacTe (B OJHOM CIIy4ae ChIH
OOJILHOTO, B IBYX OCTaBIIMXCS — OTIIBI 007bHBIX). BIIC Habmomamucey y ABouX OOJBHBIX, y 000MX 3TO
JMIIII (y otHO¥ M3 HUX B COUYETAHHM C HEJOPA3BUTHEM TPUKYCIHUIAIBHOTO KIIalaHa, XUpypruveckas
KOPPEKIHUs MOpOKa Mpou3BeeHa B Bo3pacte 7 jeT). [laToreHHbIx MyTanuii Ha Cero/iHs He BBISIBJICHO HU
y KOT'0 U3 TIAI[UEHTOB, HO Y IBOMX OOJIBbHBIX 0€3 OTATOMIEHHOTO ceMeiHOT0 anHaMHe3a ooHapykeH VUCS
B rene MYH?7. Cpennsst @B npaktuuecku He cHikeHa (53,2%), ®B menee 35% He oTMeueHa HU pasy,
@B B unTepBaiie Mexay 35 —45% BoiaBneHa y uetBepbix. Cpennuit KJIP Taxxe B npeaenax Hopwmsl (5,4
CM).

Cumnromsl XCH auarHocTHpOBaHbI UyTh O0JIbIIIE UeM Y TpeTH 00abHBIX (n =7, 36,8%), ciyuyaeB
3acroitHoit XCH He 6bu10, y 20% XCH ompenensinace Ha ypoBHe | cragun, y 15% - Ila craaum,
npeobmagan [ ®K XCH mno NYHA, caywaee 3 ®K wu Bblle HE 3aperucTpupoOBaHO.
TpomOosMOOIMYECKHEe OCIIOKHEHHUsI HE OBLUIM XapaKTepHbl M BCTPETHIUCH Y JBYX OOJIBHBIX:

BHyTpHUIpeacepAHbIi TpoM603 y 6osipbHOTO ¢ MA 1 TII 1 MmaccuBHBIN TpoM0O03 JIXK B pamkax coueranust
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HKM c nebGakrepuaiabHbIM (MapaHTUYECKUM) TPOMOOIHIOKAPIAUTOM, accolMupoBaHHbIM ¢ BUNY-
UH(EKIHEH.
YacToTa BCTpEUAEMOCTH U CHEKTP HAPYWIEHW PUTMA W MPOBOAMMOCTH Cepala B JaHHOU

noArpymnmne npeacrasieHbl B Tabmune 3.8 u Ha Pucynke 3.3.

Tabauna 3.8 — Yacrora BcTpe4aeMOCTH Pa3JIM4YHbIX HAPYLIEHUI PUTMA U POBOJAMMOCTH Y

MalMeHTOB ¢ apuTMu4eckuM Bapuantom HKM

HapyumeHust puT™Ma 4 NIPOBOAMMOCTH cepAla YacroTa BcTpeuaemMocT, %
KT, Bcero 42,1
Yacras (6onee 500 B cyTku) K3 36,8
KT neycroituusas 36,8
MA u TII, Bcero 36,8
MA napokcusMmanbHas 26,3
bnoxana nepenneii Bersu JIHIIT 25,0
KT ycroitunuBas 10,5
CynpasenTpukyisipHas taxuxkapaus (CBT) 10,5
Ionnas 6iokama ITHIIT 10,5
Iepcuctupytromas MA 53
ITocTostnaass MA 53

ITpumedanne. [Tonnas 6nokama JIHIIT He BcTpeTHiiachk HU pasy.

HmnnianTHpyeMble yCTpOHCTBa ycTaHoBIeHB 6 6oabHBIM (31,6%), uetBephiM u3 HuX — OKC,
nsouM — UK]JI. Tlokazanmsmu x WKJ] y omHOW manuMeHTKH OBLIO HaTW4Yue CeMEHHOH (HOpMBI
HeKoMIakTHOro Muokapaa JIK, sku3Heyrpokaronmx KeinyI104KOBbIX apuTMui 1 MA B coueTaHuu ¢
nByxiyakoBod u AB Omokamoii Il crenenu u mpexonsmeit AB 6nokanoit Il cremenu, y npyroit —
napokcu3MalibHass MoHoMopdHas ycroitunBas JXXT ¢ mpecHHKONMAIbHBIME YTTU30/1aMU, B TOCJICTYIOIIEM
y He€ oTMeueHbl onpaBaanHbie cpadateiBanus MK/, Tlokazanmsmu k OKC 6pmu CCCY u AB 6iiokana
II-1II cTenenu, 4yTo AEMaTI0 HEBO3MOKHBIM Ha3HAYECHUE aHTUAPUTMUYECKON TepaIu (TPOE U3 YETBEPHIX
nanuentoB ¢ DKC crpaganu MA).

[IposiBneHne WIIEMHUU MHUOKapJa B IEJIOM HE OBUIM XapaKTephbl JUIsl TaHHOTO KIMHUYECKOTO
Bapuanta HKM, creHokapaus na ypoBHe | DK nHabmonmamace y omnoro mnammenta (5,3%) c
reMOJIMHAMUYECKH 3HAaYMMbIM cTeHO30M 1o naHHbiIM MCKT - koponaporpaduu. Mudapkra/nexposa

MHOKapJa HA Y KOT'O BBIABJICHO HE OBLIO0.
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CCCY+XKT+MA AB+MA+¥I+XKT
5% 5%

CCCY+AB+MA
5%
CCCY+AB
5%

HKT+XK3
21%

MA+CCCY
5%
K3
CBT 16%
11%

MA
16%

Pucynok 3.3. CiekTp HapyuieHuii puTMa U NPOBOJAMMOCTH Cepala y 00JIbHBIX C

apuTMu4eckuM Bapuantom HKM

HcxomH0 apuTMHUHU PacliEHUBAINCH KaK «HIUOMATHYCCKHE», B CBSI3U C YeM HEOOXOJIMMO OBLIO
WCKIIIOYUTh HaJIWM4Me MHUOKapAWTa KaK MPUYNHY HapylIeHW putMma. B pe3ynbraTe KOMITJIEKCHOTO
HEWHBA3UBHOTO 0O0CIEIOBAaHUS MHOKAPIUT BBISIBICH IMOYTH Yy MOJIOBUHBI OONBHBIX (n = 9, 47,4%),
MPAKTHICCKH BO BCEX CIIYYassX OH MPOTEKAT XPOHUYECKH, OCTPOE PA3BUTHE CHMITTOMOB OBLIO OTMEUEHO
y JIBOHUX.

MearkaMeHTO3HOE JICYCHHE BKIIIOYAIO B ce0sl KapAUOTPOITHYI0, aHTHAPUTMUIECKYIO TEPAIUIO, B
Clly4ae BBIABIGHUS MHOKapAWTa — MSITKYyl0 UMMyHHOcympeccuBHyro Tepanuto (MCT)
TUAPOKCUXIIOPOXUHOM (TUTAKBEHWJIOM), B 3 CIIy4asiX — METHUJIIPEIHU30JIOHOM (METHUIIPEIOM) B MAJIbIX

no3ax. YacToTa Ha3HAYEHUA MpenapaToB ykazaHa Ha Pucynke 3.4.

50
40
30
20
1

o

Mpenapartbl
W beta-Ab B AMnogapoH m CoTanon
STaumsuH B AnnanuHuH B AHTUKOArynaHTbl
W KC M [MhakBeHWN

Pucynok 3.4. Yacrora Ha3HaYeHHUs] KAPAHOTPOMHBIX MPENapaToB GOJbHBIM C APUTMHUYECKHM

BapuanTom HKM,%
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MpenapaTbl
Pucynok 3.5 Yacrora Ha3HaYeHUSI KAPAMOTPONMHBIX MPENapaToB 00JbHBIM ¢ APUTMUYECKUM
BapuanToMm B rpynmne IIT,%

PYA mpoBeaeHa TpouMm OOJBHBIM JTOH MHOATPYIIBl — Yy OJHOTO TMAaIMEHTa IO MOBOAY
OPTOAPOMHOM TaxWKapAuH, 00ycloBIeHHON cuHApoMoM Bombsda — I[lapkuncona — Yaiita (WPW),
B PaHHEM IMOCICONEPAIMOHHOM ME€PUOJIE€ OTMEUEHO MosiBieHHe 4acTod JKD; y BTOpOro mnamueHTa
cyactoif XKD uepe3 11 mecsaueB nocne nposenerus PUA 3adukcHpoBaH MapoOKCHU3M TpeNeTaHUs
NpeacepAaui,  KYNHUPOBAHHBIA  NPOBEAECHUEM  JJIEKTPUYECKOW  KapAMOBEPCUHU; Y NALMEHTa
¢ MA PYA 06s1na a3 dextrBHa.

[IpoBeném cpaBHUTEIBHBIM aHAINU3 MEXKIY MalMEeHTaMH JaHHOM MOATPYIIbI U MalUuEeHTaMH C
AQHAJIOTUYHBIM KJIMHUYECKUM BapuaHToM u3 epynnel 1T (Tabnauua 3.9). «MauonaTuyeckue» apuTMuu
BBIXOJMJIM Ha NepBbld muaH y 13 nanuentos rpynnsl [IT, ux cpeanmii Bozpact cocrasuin 39,1 + 18,1
net. Cpennsist @B Obina B npeaenax HopMaiabHbIX 3HaUeHUU — 59,7%, kak u KJIP (5,25 £ 0,5 cm). SBHO
OTSITOIIEHHOTO CEMEHHOr0 aHaMHe3a He OTMeuasaoch, KpOME OJHOTO CiIydas, KOrJa OTIy MalueHTa
CTaBWJICA JMAarHo3 «MHOKapIuT» B JETCKOM Bo3pacre. IIaToreHHBIX MyTanmMii HE BBISIBICHO Cpenu
narueHToB, npomeamux JIHK-guarnoctuky. ¥ omgHoit 6onpHON oOHapyxeH VUCS B rene MYH7.
BIIC B nannoit noarpynmne He BoisiBiieHO. XCH I ®K mo NYHA naGmronanack y 0IHOTO TaIlMeHTa, y
octanbHbIX Ipu3Haku XCH otcyrcTBoBanu. Yacras XKO, kak u HeycToiumBas KT 3apeructpupoBaHbl
B 4 ciyuasx (30,8%), B ogHom ciydae KT Hocuia ycroiuuBslii xapakrep. [lapokcuzmanbHas MA
OTMEUEHA y OJHOrO IMalMeHTa, Takke Kak U napokcusmel TII. CCCY BbIsiBIEH B 0gHOM citydae, AB
Oomokama B 4. ChiyyaeB HapylieHUH MPOBOAMMOCTH IO TIy4kaM [Hca HE OTMEYalioCh.
Tpom60sIMOOIMUECKUX OCJIOKHEHMM, HMH(apKTa MHOKapAa Takke He BbIsBIeHO. CTeHoKapaus
OTMEYEHa B OJHOM cily4ae. MHOKapAUT TUarHocTUpoBaH y 7 60abHBIX (53,8%), Mopdonoruueckoro
noaTBepxkIeHUs He npoBoamiock. DKC uMmiuianTupoBaH ofHON 6oibHOM 1o moBoxy AB Omoxansl,
UK/ ycranosnen npyroit 6oipHO# ¢ KT mo tumy «mupyst» ¢ Tpancopmarueil B GUOPHILISALNIO
KeNmyaoukoB.  YacTtora Ha3HAYeHMs] KApAHOTPOIMHBIX IpenaparoB OOJNBHBIM € apUTMUYECKUM

BapuaHToM B rpynne IIT npencrasnena Ha Pucynke 3.5.
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Tabauna 3.9 — CpaBHUTeIbHAS XaPAKTEPHCTHKA NALMEHTOB ¢ KAPUTMHYECKHMM» BAPHAHTOM

B rpynne HKM u B rpynmne IIT
Hpuznak HKM JIK T JIK Cratucrunyeckas
J0CTOBEPHOCTD
pazauyduii, p
N uenoBek 19 13
Bospacr, et 43,9+16,6 39,1+18,1 0,439
Cpenusisa @B, % 53,2+8,8 59,7+8,3 0,050
Cpennmnii KJIP, cm 5,4+0,5 5,2+0,5 0,343
Cpennmnii 006eMm JIIT, M 71,04+24,5 66,6+23,8 0,642
Huskuii BoabTa:k QRS B | 5(26,3) 0 0,053
CTaHJAPTHBIX
OTBeIeHUAX
Henocrarounoe 6 (31,6) 1(7,7) 0,183

HapacTaHWe  AMIUIUTYABI
3ybuoB R B mpaBbIX

TPYAHBIX OTBECACHUAX

XCH, n (%) 7 (36,8) 1(7,7) 0,101
XT, n (%) 8 (42,1) 4 (30,8) 0,713
Yacras K3, n (%) 7 (36,8) 4 (30,8) 1,000
MA, n (%) 7 (36,8) 2(15.4) 0,249
CCCY, n (%) 4 (21,1) 1(7,7) 0,625
AB-6mokana, n (%) 3 (15,8) 4 (30,8) 0,401
Muoxkapzaut, n (%) 9(47,4) 7 (53,8) 0,719
Amnonapos, n (%) 4 (21,1) 2(15.4) 1,000
UK, n (%) 2 (10,5) 1(7,7) 1,000
Onpasnannsre mwoku UKJ, | 1 (5,3) 0

n (%)

[Ipu cpaBHUTETBLHOM aHaIM3€ OCHOBHBIX XAapPAaKTEPUCTUK M KIUHUYECKUX MPOSBICHUI
CTAaTUCTUYECKU JIOCTOBEPHOU pa3HUIIBI B 4HACTOTE apuTMuUi, yctaHoBKU VK], BBIsIBICHUSI MUOKapIUTa
MEXly MaldeHTaMU C apUTMUYECKUM KIMHWMYeCKHMM BapuantoMm rpynnsl HKM u rpynmser 1T He
BeIsiBNIeHO. Cpenusst @B cpenn manmentoB ¢ HKM JIDK Oplma mocToBepHO HEKE, KPOME TOTO, Y
oonmpHBIXx ¢ HKM poctoBepHO damie otmedancss Hm3kuid BonbTaxk QRS nHa OKI, B ocrampHOM
JIOCTOBEPHO 3HAYMMBIX Pa3IMYUil HE BBISIBICHO. TpaHCIUIaHTAMKM cepAlla U JIETATbHBIX MCXOJO0B Y

MaIMeHTOB ¢ JaHHBIM clieHapueM nuarHoctuku B rpymnine HKM u B rpynme 1T He Obut0.
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3.2.3. «Mmemuvecknit» Bapuant (HKM noa mackoiit UBC)

Haubonee penxkum u cBoeoOpa3HbIM KIMHUYECKMM BapuantoMm TeueHus HKM nHa ceromms
ABJISIETCS] «MILIEMUYECKUI» BapUaAHT. XOTsI MHOTHM HAIllUM MAlMEHTaM W3HAYaJIbHO CTABHJICS IMATHO3
NBC, B maHHyr TOATPYIIYy Mbl BKIIOYaJIM JIMIIb Te€X, Y Koro auarHo3 MBC Ha mnepBblid B3risif
NEHCTBUTENLHO Ka3ajics Hanboyiee BEPOSTHBIM. BOJBIIMHCTBO MAIIMEHTOB, OTHECEHHBIX K ITOMY
KIIMHUYECKOMY BapHUaHTy, OOpaIlauch 3a MEAUIIMHCKON MOMOIIBIO B CBSI3U C OOJSMU 3a TPYAUHOM,
CBSI3aHHBIMU C (PU3UYECKON HArpy3KOW WM BOSHHUKAIOIMNUMH 0€3 YETKOU CBSI3M C HEHM WJIN KE B CBS3U C
00Hapy>XECHUEM MTOJ03PUTEILHBIX B OTHOIICHNH rieMun n3MeHeHunit Ha DKI'. Takxe croa Bomm 18oe
NaIMeHToB ¢ JocToBepHbIME auarHo3amu MBC (06a ¢ moctuH(apkTHRIM Kapanockiepo3oM) 1 HKM, u
B TaKUX CIy4asiX MOXHO JAyMaTh O COUYETAaHUM MPUYUH ISl HIIEMHUH — MOPaXKEHHE KOPOHAPHOTO pycia
U HapyllIeHne KPOBOCHAOKEHHUSI B HEKOMIIAKTHOM CJIOE.

Bcero B moarpymre 10 60J1pHBIX, TOPOBHY MY>KYHH Y JKEHIIWH, cpeHuit Bo3pact 54,0 £ 15,3 roma
— HECKOJIBKO BHIIIIE, YeM CPEJIHUIA BO3PACT B IIEJIOM, YTO MOTJIO CIIOCOOCTBOBATh MOCTAHOBKE AMATHO3a
UBC (tabn. 3.6). B noarpynmy IIT JIXK ¢ TakuM ciieHapreM TUarHOCTUKU ObLjIa OTHECEHA JIMIIb OJHA
ManyeHTka (C JaBSmUMH OOJISIMU 3a TPYJIUHOW Mpu Pu3ndecko Harpyske, HeyctounBon KT mpu
MIPOBECHUH MPOOBI ¢ PU3MUECKON HArpy3KOH | Keae30AeUIIUTHON aHEeMUEeH JIETKOW CTENEeHH), YTO
JIeNIaeT HelenecooOpa3HbIM MPOBEACHHE CPABHUTEIHHOTO aHAN3a MEXKIY MOATPYIIaMU OOJIbHBIX C
CUIIEMHYECKUM» BapHAHTOM.

OCHOBHBIMU KIMHUYECKUMHU M UHCTPYMEHTAJIBHBIMU MPOSBICHUSAMHU ObLIM OOJM aHTMHO3HOTO
xapakrepa (n =7, 70%), umemuueckas nenpeccus cermenta ST Ha crangaptroit OKI u npu cyTounom
monutopupoBanun OKI' mo Xonrepy (n = 3, 30%), orpunarensusie 3yonst T (n = 3, 30%).
[MaTomornyeckuit Q/QS y Tpoux OONBHBIX, TBOE U3 KOTOPBIX MEPEHECIN UCTUHHBIN HH(APKT MHOKapaa
(UM), a onuH — HEKpO3 MUOKap/a Ipu Hen3MeHEHHBIX 1o JaHHbIM KAI™ kopoHapHbIX aprepusx. Beero
uH(papKT/HEKpo3 MHOKapAa BbisiBIeH y 4 OonbHbiX (40%) maHHOW Tpymmbl, BO€ M3 HUX C
reMOJIMHAMUYECKN 3HAUYUMBIM aTE€pPOCKIEPO30M KOPOHAPHBIX apTEepU, OCTAIBHBIE C IPAKTUYECKU
HEU3MEHEHHBIMH KOPOHAPHBIMU apTepusMu. [lallMeHThl, MepeHecHIne HeKpo3 MUOKapaa Ha (oHe
OCTPOT0/TI0JJOCTPOTO0 MUOKAPIUTA, OTHECEHBI B COOTBETCTBYIOIINN KIIMHUYECKHUI BapUAHT.

CeMeiiHbIii aHAMHe3 OTATOIIEH Y OJHOM OOJBHOM, y Aouepu koTopoi BeisBieHa 1T JDK, He
nocturarormas kputepuee HKM u mportekaromas Ha cerogHsAmHuA JgeHb Oeccummnromuo. JJHK —
JMarHOCTUKa y 3Tod OonbHOM MyTarmii He BeisBuia. BIIC (nBycTBOpYaThlii aopTanbHBIA KIiamaH)
BCTpeTuics Takxke B ogqHoM ciaydae. XCH Beisinena 'y 7 (70%) 601bpHBIX, Y 4 U3 HUX Ha ypoBHe 3 OK.
Cpenuss ®B 6buta HemHoro camxkeHa —47,2%, KIIP 5,8 cm. ®B Huke 35% BoisBIIeHA Y OJTHOM OOJBHOMN

(DB 34%). B uenom Tsxénoit cuctonnyeckoi TUCHYHKIUHN Y 3TUX OONbHBIX, KaK MPaBUiIo, HE ObLIO.
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ApHUTMHH H TPOMO0IMO0IHYECKHE 0CJI0KHEHUS He ObUTH XapaKTEPHBI IS 3THX 00JIbHBIX: MA
HE BCTpETUJIach HU pasy, dacrtas XKD ormedena y Tpoux (30%), neycroituuBas KT y aBoux (20%),
BHYTPHUCEPJICUYHBIN TpOMOO03 HaOI0IaICsT y JBOMX OOJBHBIX — 00a MOCJe MEPEHECEHHOrO0 HEKpo3a
muokapaa. UKJl ummiantupoBan omaHoil OombHOM co cHmwkeHuemM DB mo 40%, mpobOexkamu
HeycroitunBoit KT, cpabareiBanmii K]/[ He Obuto. Ilomnas Gmokama JIHIID pasBuiack y omgHOTO
nocTUH(APKTHOTO 0ONBLHOTO, emié y ABoux noiHas 6nokana [THIIT, CCCY BeisiBIIeH y ABOUX OOJBHBIX
(20%), AB Gnokana I crenenu y Tpoux (30%).

JlnarHo3 MHOKapaMTA TOCTaBJICH ABYM OOJBHBIM. Y OJHOW OONBHOW OH HOCHJI TMOIOCTPBII
XapakTep, ObLI YCTAHOBJICH HA OCHOBAHMM YETKON CBSI3U CHMIITOMOB C MEPEHECEHHBIM OPOHXUTOM,
3HAUUTENBHOTO TMoBbImeHus1 crnenupuueckoro AH® (1:160) u mnoeimenus AT K BoJOKHaM
MPOBOSIIEH CHUCTEMBI CEp/lla B TAKOM K€ TUTPE; B CBA3U C OTCYTCTBHEM CHUKEHHSI CUCTOJIUYECKON
dbynkunn JDK 6a3ucHas Tepanus Oblla orpaHUYEHA KypCOM IUTAKBEHHIIA, KaK M Y BTOPOW OOJILHOM C
XPOHUYECKHUM MHOKapAUTOM. YacToTa Ha3HAYCHHUS OCHOBHBIX TPYII KapIUOTPOIHBIX IMPEmapaToB

yKa3aHa Ha pucyHke. HeOnaronpHsTHbIX HCXOJ0B B JAHHOM IpyIIie HE OTMEUEHO.
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Pucynok 3.6. HacTora Ha3HAYEeHNS] KAPANOTPOIHBIX NPENapaToB 00JIbHBIM ¢ BAPHAHTOM

«UBC», %

3.2.4. IKMII

Haubonee vactoii cutyanueir kak B rpynne HKM, tak u B rpynne IIT Obuio BbLiBiEeHHE Y
6omnbubIx cuHapoma JKMII. Tounee, GonbHble mocTynanu K HaMm ¢ auarHo3oMm JIKMII nesicHoi
9THOJIOTUH, U OOHApy)XEHHE Yy HHUX BBIPQXKEHHOIO CJIOS HEKOMIIAKTHOIO MHOKapja IO03BOJISUIO
pacuenuBath JIKMII B pamkax HKM, xots u He y Bcex O0ombHBIX HKM MoOTr OBITH €IMHCTBEHHOU

HpH‘-IHHOfI IJId pa3sBUTUSA JWJIATallUU KaMCp CCpaLa.



68

B stoit moarpymnmne 49 60abHBIX, ABE TPETU U3 HUX MYX4UHBI (65,3%, n = 32). Cpennuii Bo3pact
49,77 £ 15,1 ner, 4TO COOTBETCTBYET cpeaHemy Bo3pacty B I1einom B rpynne HKM. Cpegnue
sxokapaunorpaduueckue napamerpsl: @B menbiie 35% (32,9+10,8%), K/AP ysenuuen o 6,5 + 0,8 cm,
00BeM neBoro npeacepaust (JIIT) 110,0 + 39,5 mut, nepeane-3aauuii pazmep mpasoro xenynouxa (I13P
1K) 3,0 [2,6;3,5] cMm, cucronuueckoro nasieHue B jaérounout aprepuu (CHAJIA) 34,5 [25,0; 43,8] mm
pT.cT., 006EM mpaBoro npeacepaus (I111) 78,4 + 36,9 mu, dp/dt camxena no 731,3 + 242,8.

CeMeiiHbIii aHaMHe3 OTATOIICH y 4 O0JIbHBIX — y Aouepu oaHoro u3 HuXx HKM nmoareepxnén npu
nposeneHnn MPT; Opary npyroro namnuenta B 38 yer Obut mocrasieH auarao3 JJKMIL, B 43 roga on
ymep. B 310i1 ke cembe Mo OTLOBCKOM TMHUK OBUIM CMEPTH B BO3pacTe 70 55 JeT, MpUuYMHa TOYHO He
W3BECTHA (IIeayIlKa, OTel, Ns1s). B cemMbe mamueHTa ¢ BBISIBICHHONW NMATOTEHHOW MyTalMed B TeHe
tutuHa (TTN) HKM 6b11 00HapyxkeH y 6para. Y cectpsl yeTBEpTOro marueHTa BoisiBjieH HKM. Emgé y
ISATEpPBIX OOJIBHBIX MOXHO MO103peBaTh ceMeiHbIi xapakTep KMII. Kpome BblIeynmoMsHy TOM MyTaluu
B rere TTN, y nBoux 6onbHbIX BeIsBiIeHB VUCS B rerax MYH7 u MyBPC3.

Coueranne HKM c BIIC nabmtonanocs y 4 6ombHbIX (7,8%). BIIC 66011 ipencrasienst JJMIII,
JAMOKII, runonnasueid ycTbsi aopThl, cT€HO30M JIA; XUPYpruyeckol KOppEeKIMH MOPOKOB HE
MPOBOAMIIOCH HU Y KOTO.

XCH nmarHocTupoBaHa y BceX OOJBbHBIX, OYTH Y ITOJIOBUHBI 00MbHBIX (n =23, 46,9%) Ha ypoBHE
3 u Beime ®K mo NYHA, pacnpenenenue mo craausM U (QyHKIHOHaIbHBIM kinaccam XCH

npeacraBiieHo Ha Pucynke 3.7.
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Pucynok 3.7. Pacnpenenenue 00sbHbIX 110 ctaguam 1 @K XCH B noarpynmne ¢ KIHHH4YeCKAM

BapuanToM «/IKMID» (abcooTHBIE KOJIHYECTBA 00JIbHBIX)

YacToTa ¥ XapakTep HapylleHMii pUTMa M MPOBOAUMOCTH cepAala npesacrasieH B Tabnuie
3.10. mmuianTHpYyeMbIe YCTPOICTBa yCTaHOBIEHBI OoJbIIe YeM TpeTH OonbHbIX (n = 20, 40,8%), u3
Hux 1 OKC, 9 UK]I, 9 pecHHXpOHH3UPYIOMIMX YCTPOUCTB, 6 W3 HUX ¢ QyHKIUEH aAePuOpuIsaTopa
(CRT-D), 1 ¢ ¢pynkuueit Bogurens putma (CRT-P). [IByxkamepnsiiit OKC Ob11 ycTaHOBICH 00JIBHON €

taxukapauen «oupya™ u CCCY, OoT HEOJHOKpaTHO NpPEUIOKEHHOW ¢ yuyeToM Hu3Kon OB
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penmiuantauuu UKJ[ ona oTka3piBanach, B TeUEHUE MOCIEAHUX TPEX JIET BHINTH HA KOHTAKT C HEW WIH

€€ POACTBCHHUKAMHU HE y1aBajJlOCh.

Ta6anna 3.10 — YacToTa BcTpe4aeMOCTH Pa3JIMYHbIX HAPYIIEHUI PUTMA M IPOBOAUMOCTH Y

nanueHToB ¢ BapuanTom JIKMII B rpynne HKM

Hapymenusi ppTMa 1 IPOBOAMMOCTH cepaLa YacroTa BcTpedaeMocTH, %o
KT, Bcero 49,0
KT neycroituusas 49,0
Yacras (6onee 500 B cyTkn) K3 46,9
MA u TII, Bcero 36,7
IMonnas 6nokama JIHIIT 28,6
MA napokcusmanbHhas (B 1.4. TIT y ogHOTO) 12,2
[Tepcuctupyromas MA 12,2
ITocTostnaass MA 12,2
brokana nmepenneii Bersu JIHIIT 8,2
KT ycroitunBas 6,1
CCCcy 6,1
AB 6mnokana I-111 6,1
ITomuas 6mokana ITHIIT 4,1

Tpom603Mb0UecKHe 0CT0KHEHUsI (BHYTPUCEPACUYHBIH TPOMOO3 U TPOMOOAIMOOINYECKUE
OCIIO’)KHEHUs1) HaOmofanuch y uyeTBepTu OonbHBIX (n = 12, 24,5%). Buytpucepaeunsiii Tpom003
BosiBIIEH Yy 9 (18,4%), smOonuueckue ocnoxHeHHs HaOmonamuch y mecrepsix — OHMK mo
UIIEMUYECKOMY THITY y 4, 5MOO0IUs B apTepHH Ia3a u noyek no 1. Emeé y 1Boux MOXKHO mpearnonarath
sMO0MMYecKUil XxapakTep HeKpo3a Muokapaa. PHA AB coeauHeHus ¢ MMIUIaHTanyed 0THOKaMEpPHOTO
OKC (B mocnenyromniem 3ameHéH Ha CRT) B cBsi3u ¢ HEA(HEKTUBHOCTHIO METUKAMEHTO3HOHM Tepanuu
MA BbBIIIONIHEHA OIHON OOJBHON B aHAMHE3E.

TpancniianTanus cepana B JaHHOW Ipymnie BblojHEHa aABouM (4,1%), onpaBaaHHbIE HIOKH
negubpuaTOpa 3aUKCUPOBAHBI y YeTBepHhIX (8,2%), mecTepo narueHTos ymepio (12,2%).

[IpoBenéM cpaBHUTENBHBIN aHAIW3 JAHHOW MOATPYNIBLI C AHAJIOTUYHON MO KIMHUYECKOMY
BapuaHTy noarpynnoi naureHtoB ¢ 1T JIDK. Kak Bunno u3 Pucynka 3.2 IKMII cpenu nanueHToB ¢
IIT JDX BcTpedanach B IPOLIEHTHOM COOTHOLIEHMM HE3HAYMTENIBHO 4Yallle, YEM CPEIu MALMEHTOB C
HKM (44% npotus 40%). Pa3znuna mexay yactoroii passutus XCH (100% y 6onpubix ¢ HKM 1 95%
y 6onbHbIX ¢ [1T), s)xenynoukoBbix aputmuii (49% XKT cpenu 60onbpHBIX noarpynnsl HKM vs 40% B
noarpynne IIT), BHyTpucepaeunsix Tpom6030B u TpomOoaMmOonuit (24,5% vs 15%) He mocturaer
craructuueckoi nocropepHoctd (Tabmuma 3.11). [Ipu cpaBHEHHM cpelHUX 3XOKapAHOrpaduuecKux
nokasaresei Takke He ObUIO BBISIBJICHO CTaTHCTUYECKU JOCTOBEpHBIX pasznuuuil. [Ipu anamuze OKI -

napaMeTpoB Pa3HMIIA B YaCTOTE BCTPEUAEMOCTH HEIOCTaTOYHOTO HapacTaHHWs 3yOma R B mpaBbIx
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TPYAHBIX OTBCACHUAX Ka3aJIOCh CyH.IGCTBGHHOﬁ, HO TOXKE€ HC AOCTHUTJIA CTaTUCTUYCCKOM AOCTOBCPHOCTU
(33,3% u 10%, p =0,067). Xota B nanHo# noarpymne nanueHToB ¢ [1T He 61710 cMepTeNbHBIX UCXOA0B
Y TpaHCIJIaHTalMK cepaua B otianune oT noarpynmnsl HKM, mocToBepHOro paznuuus 3TUX nmokaszaTenei

HE BBISBIICHO, YTO BO3MOXKHO 00YCIIOBJIICHO MEHbINIEH YHCIEHHOCThIO moarpynmsl [1T.

Taoauna 3.11 — CpaBaureabHas xapakrepuctuka nauueHTon ¢ JJKMII B rpynne HKM u

rpynmne IIT
Ipu3nak HKM JI’K T JIK CraTucTuyeckas
J0CTOBEPHOCTD
pasau4ui, p

N genoBek 49 20

Bospacr, net 49,7+15,1 50,0+11,6 0,940

Cpennsist OB, % 32,9+10,8 36,1£10,5 0,263

Cpennuit KJIP, cm 6,5 [5,9;7,1] 6,15[5,75;7,22] 0,812

Cpenuuit 006ém JIIT, mn 106,5[79,0;144,0] 98,5[73,5;121,75] 0,410

Huskuii BosbTaxk QRS B | 3 (6,4) 0 0,549

CTaHJAPTHBIX OTBEICHUSX,
%
HenocraTounoe 15 (33,3) 2 (10,0) 0,067

HapacTaHWe  aAMIUIUTYAbI
3y6brmoB R B mpaBbIx

TPYAHBIX OTBEACHUSAX, %o

XCH, n (%) 49 (100,0) 19 (95,0) 0,290
Tpom6o3bl u sMmOonuu, n | 12 (24,5) 3 (15,0) 0,526
(%)

Hexkpo3s muokapna, n (%) 7 (14,3%) 1 (5,0%) 0,422
XKT, n (%) 24 (49,0) 8 (40,0) 0,598
Yacras XK3, n (%) 23 (46,9) 10 (50,0) 1,0
MA, n (%) 18 (36,7) 5(25,0) 0,410
CCCVY,n (%) 3(6,3) 0 0,550
AB-6n0kana, n (%) 3(6,3) 3 (15,0) 0,349
ITBJIHIIT 14 (28,6) 2 (10,0) 0,124
Muoxkapzaut, n (%) 27 (55,1) 16 (80,0) 0,061
Amnonapos, n (%) 22 (44,9) 11 (55.5) 0,596
UK, n (%) 18 (36,7) 4 (20,0) 0,256
Onpasnannsle mwoku UKJ, | 4 (8,5) 1(0,5) 1,0

n (%)

Tpancrulanranus cepaua, n | 2 (4,1) 0 1,0
(%)

CwMmepTs, n (%) 6(12,2) 0 0,171
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3.2.5. OcTpbl1ii/mOAOCTPBI MHOKAPAUT

Cunapom HKM BeisIBISUICS Y OOJIBHBIX C OCTPBIM M IOJOCTPHIM MHOKapAUTOM, B JAHHYIO
HNOArpYNIy BOLLIO 15 YenmoBek; Tak ke, Kak U B MpeablAyIIeM KIMHUYECKOM BapuaHTe, peobiiaganu
My>KuuHbI — 11 Myx4unH u 4 xeHuHbl. Cpeanuii Bo3pact coctaBuil 43,7 + 13,2 roga, 4To HE CUIIBHO
OTIIMYAJIOCh OT cpeaHero Bo3pacta Bcell rpynnel HKM (46,5 + 15,1 rona).

Jannas knuHu4yeckas (Gopma 3aHMMaeT 4YeTBEPTOE MO YacTOTE MECTO CpeAH BCEX CIEHapueB
TUArHOCTHKU. OT4aCTH 3TO OOBICHIETCS TEM, UTO OOJIbHBIE C OCTPHIM HJIM MOAOCTPHIM MUOKAPIUTOM
MOMAIAl0T B HAIly KIWHUKY HE TaK 4acTo, ropas/lo 4alle Mbl BUIUM XPOHHUYECKUU dTam OO0JIe3HH
(OoNbHBIE ¢ XPOHMYECKUM MHOKApIUTOM €CTh MOYTH B KXo monarpynne). B 3toit moarpymme
oTMedeHa caMas Huskas ucxognas ®B — 27,0 + 9,0%. Jluaruno3 ocTporo/mogocTporo MHOKapauTa He
BBI3bIBAJI COMHEHUI HU Y OJTHOTO MAIIMEHTA, U CIeAYyeT OTMETUTh, 4To HKM npaktruecku He mposiBiIsiI
cebst 1o mpucoequHeHUs MUoKapauTa. CaMo4yBCTBUE U TIEPEHOCHMOCTh (PU3MYECKUX HATPYy30K ObLIN
XOpOIIUMHU WM YyJOBICTBOPUTEIHLHBIMH HEMOCPEACTBEHHO J0 PECIUPATOPHONW WH(MEKIIMU, CBS3b
KOTOpoil ¢ nebroToMm 3abosieBaHus oTMedaerca y OombmumHCTBA (h = 13, 86,7%). YV mosoBUHBI
MAIMEHTOB MHUOKapAUT MOIATBEPKAEH MOPGOJIOrHYecKd C MOMOIbI0 Ouorncuu Muokapaa — OMb
npoBeaeHa S5 marmueHtam (33,3%), y IBOMX MOTHOIIMX — ayTOICHsI, JaHHBIE 00 HCCIEIOBAaHUU
OKCIUIAHTUPOBAHHOTO CEpPJIla OJHOTO OOJNBHOTO HENOCTYNHBL. Y JIBOMX IMAalMEHTOB B OuomTare
MHOKap/a oOHapysxeH napBoBupyc B19. Bupemus noarsepxxaena meronom [P y marepsix (33,3%):
B 4 ciydasix ObuT BBIIBJICH BUpYC DOmTeiina-bapp (BOb), B 1 — coueranue nuromeranosupyca (LIMB)
Y BUpYyca reprieca 6 Tura.

Y mnonoBUHBI OONBHBIX JUArHO3 TMOATBEPXKAEH C TMOMOIIBI0 alTOpPUTMa HEWHBAa3HUBHOM
JTUATHOCTHKU MHUOKapIuTa, MOAPOOHO OMHMCAHHOTO B TiaBe «Marepuan u Meroab». HecomHeHHas
CBS3b PA3BUTHUS CEPACYHONM HEIOCTATOUYHOCTH C TEPEHECEHHON pecnupaTopHOr WHGEKIuei
npociexuBaigach 'y 9 mnauumeHtoB (60,0%), emé€ y uyeTBepbIX OOJNBHBIX Takas CBs3b ObLIa
BBICOKOBEPOATHOMH (26,7%). OcTpoe Hayano (601pHBIE ¢ TOYHOCTBIO 10 HECKOJIBKUX JTHEH YKa3bIBAIOT
BpeMs TIOSBICHUS OJBIIIKA M PE3KOr0 CHIDKEHUS TEPEHOCHMOCTH (PU3WYECKOW HArpy3Kd dYepes
HekoTopoe Bpems mnocie OPBU) ycranosneno y nonoBusbsl 0onbHBIX (n = 10, 66,7%), emé y nsatu
OOJILHBIX OTMEUEHO UyTh 0oJiee MemjieHHOe pa3BuTHE cuMNTOMOB. [[aBHOCTH pazButus XCH menee
roga HaOmomanace y 12 OGonbHbIX (80,0%). Takum oOpa3oM, y Bcex OOJIBHBIX BBISBICHA
aHaMHecTHYeCKasl Tpuaja (CBs3b Je0I0Ta 3a00JIeBaHUs C MEPEHECCHHON MH(EKIME; 0CTpoe Havalo;
JIAaBHOCTH 3a00JIeBaHMs MeHee | ToJ1a Ui OCTPOE HAvajIo + CBSI3b C MH(MEKITHNEH ), ABIISIONIAsICS OOIbIITNM
KpUTEpUEM JAMarHo3a MUOKapAuTa. JpyruM O0JIbIINM KPUTEPUEM JAUATrHO3a SIBISIOTCS BBICOKUE TUTPBI
aHTUKapAUaIbHBIX aHTUTEN. B HOpMe AH® He M0omKeH BBISBISATHCS, & TUTPHI OCTAIBHBIX aHTHUTEI HE

BbIe 1:80. Cpennue tutpel At B noarpymie cocraBunn: AH® 0 [0; 1:40-1:80], AtD 1:80 [1:40-1:80;
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1:320], ATKMII 1:80 [1:80; 1:160], ATTMK 1:80-1:160 [1:40; 1:160], ATBIIC 1:160 [1:80-1:160;
1:320]. Ilpu3Haku BBIMOTHOTO TepuKapauTa oOHapyxeHbl y Tpoux (21,3%), cyOsmukapauaibHOe
OTCpOUYEHHOE HaKoruieHne kontpactHoro npemnapara npu MPT/MCKT y 11 (73,3% nonrpynmst, 78,5%
NAIMEHTOB, Y KOTOPBIX OLIEHUBAJIOCh OTCPOYEHHOE HAKOIUIEHNE KOHTpacTHoro npenapara npu MCKT
u/uma MPT).

PaccmoTpuM yacToTy BCTpedaeMOCTH OCHOBHBIX TposiBiieHnit HKM, X0Ts O1leHUTh poJjib UMEHHO
HKM B ux pa3BUTHUU B JAaHHOW MOATPYIIIEC 3aTPYAHUTEIBHO B CBSI3M C HAJIMYUEM COIMYTCTBYIOLIETO
OCTPOT0/TI0JJOCTPOTO MUOKAPINTA.

Cewmeiinbiii xapaktep KMII npocnexxuBaercs y JBOUX — OAHA OOJIbHASL, Y CECTPBI KOTOPOM TaKxkKe
BesiBNieH HKM, y Hee ke o0Hapyxenbsl myTanus 1 VUCS B rene MyBPC3. V otnia apyroro 601sH0T0O
BBIIBIIsIICS TpoM0O03 mosoct JDK, moBropasie OHMK, on ymep B Bo3pacte 47 jer, cecTpa 3TOro xe
6omnbHOTO cTpagaer I'KMII ¢ 10 net, B Bo3pacte 36 JeT BBISBICH HEKOMIAKTHBIN CIIOM MuOKapaa.
Coueranne HKM c BIIC oTrmeueHo y 0JHOTO OOJBHOTO.

XCH BoisiBniena y Bcex 6onpHbIX: I, ITA, IIb cranun y 1, 4, 10 manmmeHTOB COOTBETCTBEHHO (6,7%,
26,7%, 66,7%). bonbiie yem y nonoBunbl 601bHBIX XCH Obu1a Ha ypoBHe 3 ®K no NYHA u Bbimie
(n=9, 60,0%).

Hapymenust purma u npoBoaumoctu cepaua (Tabmuna 3.12). HapymeHus npoBoauMocCTH, 3a
uckmoueHneM Oiokansl nepenHeit Bersu JIHIIL, He wacTo BcTpedanuch B AaHHOW moarpymnmne. MA
ycrena pa3BUTHCA JIMIIL Yy JBOMX OOJIbHBIX (MapoKCH3MalbHas U MEPCUCTUPYIOIIAs MO OJHOMY
ClIy4ar0), YTO MOXXET CBHJIETEIILCTBOBAThH 00 OCTpoTe JekommneHcanuu. bojee xapakTepHbl ObuIM
KemyaoukoBele HapymeHus putma (Tabmmma 3.12.). YV ogHOro OONBHOTO OBUIM MAPOKCU3MBI
ycroituuBoii KT ¢ npuctynamu Mopransu — Anamca — CTokca u noctostHHoi AB Grokanoii 1 crenenu,
yTo motpedoBasio umruiantaruu WKJ[ B coueTaHnn ¢ Ha3HAYCHHEM AHTHAPUTMHYECKOW Teparuu
KOPJIapOHOM U 0a3ucHOW Tepamnuu MHOKapAuTa (IPOTUBOBUPYCHAs U MMMYyHOCyIpeccuBHas1). Beero
UMIUIAaHTHPYEMBbIE YCTpoiicTBa Obutu yctanoBieHbl TpouM (20,0%, Bcem HWKJ). Omun mnamueHt
OTKa3bIBaeTCSI OT MMIUIAHTAIIMHM KaJHOBepTepa, emé nBoe ObUIM HampaBleHbl Ha ycTaHoBKY WMKJI.
OnpaBnannoe cpabarsiBanne WKJl 3apeructpupoBaHo y OAHOTO BBIIMICYIIOMSHYTOTO MalleHTa C
ycrorunBoii XKT. Ha3znauenue amuogapona notpeGoBaioch 0oJiblie YeM y MOJ0BHHBI 00bHBIX 57,1%
(n=28).

TpomGodmMboIMUecKkne OCI0KHEHUsI ObUTH XapaKTEPHBI JUISI STOW TPYINIBI U BCTPETUIUCH Y
MOJIOBUHBI OOJIBHBIX: BHYTPUCEPICUHBIN TPoMO03 y cemephix (46,7%), OHMK kapamnosmbomundeckoro
reHe3a y OJHON. Y 4YeTBepbIX OOJBHBIX C BBISIBICHHBIM BHYTPUCEPJCUYHBIM TPOMOO30M MOXKET

00CYX/1aThCsl SMOOIMUYECKUI XapaKkTep HEKPO3a MHOKap/a.
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Ta6auna 3.12 — YacToTa BcTpe4aeMOCTH Pa3JIMYHbIX HAPYIIEHUI PUTMA M IPOBOAUMOCTH Y

MAIMEHTOB ¢ OCTPBLIM/MOAOCTPLIM MUOKApAUTOM B rpynne HKM

Hapymenusi ppTMa u IPOBOAMMOCTH cepaLa YacroTa BcTpedaeMocTH, %o
KT, Bcero 66,7
KT neycroituusas 60,0
Yacras (6onee 500 B cyTkn) K3 40,0
bnoxana nepenneii Bersu JIHIIT 40,0
IMonnas 6nokama JIHIIT 20,0
MA, Bcero 13,3
ccey 13,3
AB 6nokana I-I11 13,3
ITomuas 6mokana ITHIIT 13,3
KT ycroitunBas 6,7
MA napokcu3ManbHas 6,6
[Tepcuctupyromas MA 6,6

Hexpo3 Muokapjaa, pa3BuUBILIMIicS OOiblIe YeM y TPeTH OONBHBIX JaHHOW MOATpyHmsl (n=6,
40,0%, Tabmuma 3.13), MOXHO CUMTaTh XapakKTEpHBIM oOcJokKHeHueM coderanus HKM wu
OCTPOTO/TIOJIOCTPOTO MUOKapAuTa. Y 5 3 6 OOJIBHBIX NPH BU3yaau3amuu kopoHapHoro pycia (MCKT
n/umu  KAI') arepockiepoTHuecKkoro TOpaK€HWsS HE BBISIBICHO; Yy OIHOW OOJBHOM BBISBICHO
MHOT'OCOCYIUCTOE KOPOHAPHOE MOpPaKEHUE — OKKITIO3MS NPaBO KOPOHApHOW apTepuu U orudaromien
apTepuu C 3alOoJHEHUEM JUCTAIBHOTO pycia MO BHYTPHU- U MEXCHUCTEMHBIM KoyutatepaisiM. OgHako
XPOHUUYECKUI XapaKTep OKKIIO3MM, MOJHOE OTCYTCTBUE CTEHOKAPJAUH, HECOOTBETCTBUE TIKECTH
CUCTOJIMYECKON IHUCHYHKIUU OObEMY OYaroBOrO MOPaKEHUs Y 3TOM OOJBHOW, a Takxke Ipyrue
npusHaku (nanaele MPT, onHoBpeMeHHOe pa3BuTHE remartuTa, BbisiBieHue B kpoBu [IHK BDOb u
HapacTaroume B TMHAMHUKE TUTPbl aHTUKAPIUAJbHBIX aHTUTEN, K aHTUTe€HaM KapauoMuonuToB 1:320,
TJIaJIKOM MYCKYJIaTyphl ¥ BOJIOKOH MPOBOASIIEH cucTeMBI 1:160) MOTYT CBHIETETLCTBOBATH B OOJIbIIIEH
CTEMNEHH B MOJIb3y BOCHAIMTEIBHOTO (BUPYCHOTO?) reHe3a HeKpo3a Ha (OHE UIIEMUH.

Hcxoawl. B sToii moarpynmne HaOIr0Aa1Cs caMblii O0JIBIION MPOLEHT CMEPTENbHBIX UCXO0J0B —
33,3%, TO ecTh TpeTh MAIMEHTOB (n = 5), OMHOMY MAIMEHTY MPOBEACHA TPAHCILIAHTAIMS CEp/La.
Onpasnannbie moku MK/ 3apukcrupoBansl y onHoro namuenta (6,7%).

B epynne [IT nuarHo3 ocTpOro/mogocTpoOro MHOKApAWTa MOCTaBJICH MATH OOJIBHBIM, JAaHHBIN
BapuaHT cpeau 60abHBIX ¢ [IT BeTpeTuiics B TakoM e MpoIeHTe ciay4aes, uTo U B rpynne HKM (11%)
U TaKXe 3aHMMaeT 4yeTBEépToe MecTo 1o yactore. Cpennsas OB okazanack gake HUXKE, UEM B TpYIIIIE
HKM — 20%, xak u cpequuii Bozpact — 39 et npotus 44 neT, 0IHAKO, CTATUCTUIECKON JOCTOBEPHOCTH

OTH pa3InMdrsd HE JOCTUTIIN.
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Ta6anna 3.13 — IIpu3Haky HeKpo3a MHOKAPAA Yy NANMEHTOB € OCTPBIM/MOAOCTPBIM

MHOKAPAATOM
Hanuent Kiauandeckue 1 HHCTPYMEHTAJbHbIE IPU3HAKH
[Mauumentka I1., 56 ner ®X, acucronusi, oyaru HeKpo3a Mpu ayTONCHH
[Mamment T., 64 Tomxa ®XK, acucronus, mecTprie oYard HeKpo3a B TiepeaHeii, 00KoBoi U 3amaHer crenkax JIK mpwu

MPaKTUYECKW WHTAKTHBIX KOPOHAPHBIX apTepHsAX, OTCYTCTBHH TPOMOOB B WX IPOCBETE, a

TaKKE B MNOJIOCTAX CepAla Ipu ayTonCuun

IMaumentka T., 62 roga | yaymbe, nocteneHHo copmuposasinecs komiuiekes! QS B otB. 111 n aVF, tpononnn T npu
nocryminennn 0,12 Hr/mi, B NOBTOPHOM aHajiM3€ 4Yepe3 2 HEAeIn — OTPULATENILHBINH;
OTCpOYCHHOE HakomieHue 1o paHHbiM MPT (cyOoHpokapanaipHOe C TpU3HAKAMHU

MHUKPOBACKYJISIPHOW OOCTPYKIIMHK U CyOIIHKapAHaIbHOE)

[MammenT I11., 38 et Cunkorre, aneBanusa cermenTa ST B III oTBemenum mocne xynupoBaHus nmapokcusma JKT;

pyOIIOBBIE M3MEHEHUS 110 3aIHeH U 3aaHeneperopoaouHoii creHkam JOK mpu MPT cepana

[MammenTka 1., 30 met ONH306I WHTECHCUBHBIX OOJIEH MO THITy CTEHOKapIuu, yaymbe, sneBamus ST B V3-V6,
TTOBBIIIIEHUE YPOBHS TPOIIOHWHA, OTCPOUYSHHOE CYyOdHI0KapAnaibHOe HakotuteHne ipu MPT ¢
MPU3HAKAMU MUKPOBACKYJISIPHOM OOCTPYKIIMH; IPU3HAKK CHIDKCHHS TIEphY3HH MHOKapa pu
CIMHTUTpaQuKu B OOJACTH BEPXYIIKH U BEPXYIICUYHBIX CETMCHTOB TEPEIHCH M meperHee-

OOKOBOIi CTEHKH B IIOKO€ C HapacTaHueM Jedekra Ipu HarpysKe.

IManuent 3., 34 net Onu3ox ocTpoil OMBEHTPUKYIISIPHOMW HEZOCTATOYHOCTH C OoisiMuM B o0iacTH cepaua y
6ecCUMITOMHOTO JI0 3TOr0 OOJBHOT0, yPOBEHb TPONOHMHA Ha TOT MOMEHT HE MCCJIC/IOBAH, Ha
OKT uepe3 2 mecsia KOpoHapHbIE 3yO1sl T B JIEBBIX IPYJHBIX OTBEACHHUAX C MHHHMAJIbHBIM
nogeeMoM ST mo Tummy 3acTeiBIICH KprBOii, cHIDKeHHE B 1o 18%, TpomOb! B onocTtu JIK,
CyOsmuKapAHaTbHOE M WHTPAMHOKAPAWAIbHOE OTCPOUYEHHOE HAKOIUICHWE TaJONHHHSA TPH
MPT, IIMB u repmec 6 tuma B kpoBu. HKM moarBepxnén sxoKI, MCKT, MPT.

Ombonmueckuit nudapkt JOK? [IpucoeanHenne octporo MHOKapIuTa ¢ pa3BUTHEM HEKpo3a?

Takke He OBUIO BBIBICHO JOCTOBEPHBIX DPA3IMUYUM IO YaCTOTE OCHOBHBIX KIMHHYECKHX
nposiBienuit — XCH, TpoM603MO0ITHYECKUMH OCIOKHEHUSIMH, HApYIIEHUSIMA PUTMA U IPOBOAMMOCTH
(Tabmuma 3.14). JIBoum GosnbHbiM B rpynme [IT mpoBeneHa TpaHCIUIaHTaLuUsl cepiia, oJHa OOIbHas
yMepia ot aekomrnencauu XCH B 0kujaHuM TpaHCIUTAaHTAIlUK CePIILIa.

CpaBHuBasi OCHOBHYIO moarpymnmy u moarpymmy [1T, MOXHO caenaTe BBIBOJ, 4TO B Cilydae
Pa3BUTHS OCTPOTO/TIOAOCTPOTO MUOKAPIUTa OCHOBHOE 3HAYCHHUE B TEUCHUH M MCXO0JaX 3a00JICBaHUA B

JJAHHOM CUTYaLlMM UMEET TSHKECTh U CKOPOCTh IIPOrPECCUPOBAHUS MUOKAPAUTA.
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Ta6auna 3.14 — CpaBHUTEIbHASI XaPAKTEPUCTHKA MALMEHTOB € OCTPBIM/TIOAOCTPBIM

muoxkapauToM B rpynne HKM u rpynme IIT

Hpuznak HKM JI)K T JI'K CratucTndeckast
JA0CTOBEPHOCTH

pasau4ui, p

N genoBek 15 5

Bospacr, net 43,7+13,2 39,8+16,3 0,597
Cpennsist OB, % 27,0£9,0 20,0£7,5 0,138
Cpennmnii KJIP, cm 6,5+0,7 6,5+0,4 0,912
Huskuit BomeTaxk QRS B | 2 (13,3) 1 (20,0) 1,000

CTaHJAPTHBIX OTBECACHUAX

HenocraTounoe 7 (46,7) 3 (60,0) 1,000

HAapacTaHHe  AMIUTHTY/IBI
3ybuoB R B mpaBbIX

IPpYAHBIX OTBCACHUAX

XCH, n (%) 14 (100,0) 5(100,0) -
Tpom003er 1 3MOomum, n | 8 (53,3) 3 (60,0) 1,000
(%)

Hexkpo3s muokapaa, n (%) | 6 (40,0%) 0 0,260
XKT, n (%) 10 (66,7) 3 (60,0) 1,000
Yacras K3, n (%) 6 (40,0) 2 (40,0) 1,000
MA, n (%) 2(13,3) 0 1,000
CCCVY, n (%) 2(13,3) 0 1,000
AB 6nokana, n (%) 2(13,3) 2 (40,0) 0,249
ITBJIHIIT 3(20,0) 1 (20,0) 1,000
Amnonapos, n (%) 8(53,3) 3 (60,0) 1,000
UK, n (%) 3(20,0) 1 (20,0) 1,000
OnpaBaaHHble moku | 1(6,7) 0 1,000
UK, n (%)

Tpancrulanranmst cepaua, | 1(6,7) 2 (40,0%) 0,140
n (%)

Cwmepts, n (%) 5(33,3) 1 (20,0%) 1,000

3.2.6. HKM B coyeTaHuH ¢ APYTUMH KAPAMOMHONIATHAMH

[locnenuuit knuMHUYECKU BapuaHT — 3To coueraHue HKM c¢ apyrumu, npemmyecTBEHHO
MEPBUYHBIMH KapIHOMUOTIATUSIMHU; TO BTOPOH 110 4YaCTOTE BapHaHT cpeau manueHToB rpynmnsl HKM (n
= 29, 23%). B noarpynny Bouumd 15 sxeHuwH, 14 myxuuH, cpeanuil BospacTt 42,2 + 14,1 ropa.

Coueranne HKM ¢ I'KMII BbisiBiaeHo y aesstu nanueHToB (31%), ¢ 10CTOBEpHON WM BEPOSTHOU
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AJIIDK — y BocbMepbIx (27,6%), ¢ PKMII — y mectepsix (20,7%), ¢ mepBUYHON MUOTIATHEH - Y TPOUX
(10,3%); coueranne HKM c 6one3nsio Jlanona, ¢ nmoctiayuyeBoit KMII BcTpeTunocs mo ogHomy pasy
(mo 3,4%). Cpenane ®B u K/IP coctaBunm 41,0 + 14,5% u 5,7 + 0,7 cM, COOTBETCTBEHHO.

Ha nanHbIii MOMEHT HauOOJbIIEe KOJIUYECTBO MYTANMU BBISIBJICHO MIMEHHO B TOW MOJTPYIIIE,
YTO HEYAUBUTEILHO, YUUTHIBasl coueTaHne MOp(hO-QYHKIIMOHATHHBIX MPU3HAKOB JBYX MEPBUYHBIX
kapauoMuonatuii. [laTroreHHpie MyTalK BISIBICHBI 00JIbIle YeM y TpeTH 60ibHbIX (n = 10, 34,5%) —
B reHe MyBPC3 y detBepbix (y 1BOMX 13 HUX Takxke BoissBiIeHBI VUCS B TOM ke reHe u B reHe MY H?7),
B reHe DSP y naBoux 6ombubix ¢ AIIIDK, B rene DES y aBoux GONbHBIX ¢ IEPBUYHON MUOMATHEH, B
rene LAMP2 y nanuenTa ¢ 6onesnsio [lanona. Emé y tpoux 6ombpubIxX (10,3%) BeisBienst VUCS — B
resax MyBPC3, MyBPC3 u ACTC1 u B renax TMEM43 u DSP (Pucynoxk 3.8).

Cemeiinbiii anamue3 o KMII otsiromén y 7 6ompHbIX (24,1%), y 4 U3 HUX ObUINM BBISIBJICHBI
narorennsle mytauuu (DES — 1, LAMP2 — 1, MyBPC3 —2), y onnoro VUCS B MyBPC3; emié y nBoux
MO>KHO 3aIO03pUTh CEMEHHBIN XapakTep 3a00JeBaHUS — Y OJHON OONBHOM C IEPBUYHON MUOTATHEN
BbIsiBJIeHA MyTarusi B DES, e€ crapimmii cblH 0OTMEYaeT MBIIIEYHYIO CIIa00CTh.

Coueranue ¢ BIIC ormeueno y mecrepbix (20,7%): AMIIII y tpoux; JAMXKII B coueranuu co
cTeHo30M BeixoaHoro otnena [DK, nepcuctupyromas nesas BIIB, cybaopTanbHbIi CTEHO3 — IO OTHOMY
ciyyato. Xupypruueckas koppekius BIIC npoBenena 1BouM O0NbHBIM, OHOMY U3 HHX B BO3pacTte 5
ner. Y monosusbl 60sbHEIX ¢ BIIC (n = 3, IMIIII), nBoux ¢ I'KMII u oxnoit manuentku ¢ AJIITK,
BBISIBJICHBI TaTOTeHHbIEe MyTalnuu B reHe MyBPC3 (y nBoux B coueranuu ¢ VUCS 8 MyBPC3 us MYH7

COOTBETCTBEHHO).

= [KMN
= [KMI, MyBPC3
FKMM, MyBPC3+VUCS

‘ FKMM, VUCS MyBPC3+ACTC1
=

m AZIMK, DSP
ALMK, MyBPC3+VUCS 8 MYH7
ALK, VUCS TMEM43 1 DSP
= PKMN
m PKMI, MyBPC3
PKMI, VUCS 8 MyBPC3

MwuonaTtua

DES
= b. flaHoHa, LAMP2
= [TloctnyyeBasn

Pucynok 3.8. CniekTp coO4YeTaHHBIX KAPAHOMMOINATHI € YKAa3aHHEM KOJMYECTBA MAUUEHTOB C
BbISIBJICHHBIMHM NATOreHHbIMU MyTanusiMiu 1 VUCS (cexkTopa 3aKkpamieHbl MeHee HAChIIEHHbIM

IBETOM).
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VY GoNbIIMHCTBA, HO HE y Beex manueHToB BeisiBiieHa XCH (n = 24, 82,8%); [, IIA, IIb ctagnu y
3,4%, 48,3%, 31,0 % cootBercTBeHHO. bosnee ueM y Tpetu 60apHBIX oarpymnsl @K mo NYHA 6wu1 Ha
ypoBHe Tpethero u Boie (n = 10, 34,5%, y nessreprix onpeaensuics 3 OK, y onnoro — 4).

W3 HapyuieHuii puT™Ma M MPOBOAUMOCTH CepALAa HANOOJIEe YaCcTO BBISBIISUIUCH JKEITYJOUYKOBBIC
aputmuu (Tabnmuna 3.15), MOKHO OTMETUTH CaMblii BeICOKUI mporeHT yctonunBoit KT cpeam Bcex

KJIMHUYECKNX BapHaHTOB, B T. 4. KIIMHUYECKasi CMEPTh (MpepBaHHasl B IBYX CiIydasx) y 3.

Ta6anna 3.15 — YacToTa BcTpeyaeMOCTH Pa3JIMYHbIX HAPYIIEHUI PUTMA M IPOBOAUMOCTH

y nanuenToB ¢ coueranuem HKM u apyrnx KMII

Hapymenusi ppTMa u IPOBOAMMOCTH cepaLa Yacrota BcTpedaeMocTH, %o
KT, Bcero 69
KT neycroituusas 55,2
Yacras (6onee 500 B cyTkn) K3 69
MA, Bcero 37,9
ITomuas 6nokana JIHIIT 20,7
MA napokcu3ManbHas 17,2
[Mepcuctupyromas MA 10,3
ITocTostnaass MA 10,3
brokana nepenneii Bersu JIHIIT 6,9
KT ycroitunBas 37,9
CCCcy 6,9
AB 6mnokana I-111 241
ITomuas 6mokana ITHIIT 10,3

HmnnianTHpyeMble yCTPOHCTBA YCTAaHOBIICHBI 00Jiee YeM IMOJIOBHHE MaiueHToB (n = 16, 55,2%)
— OKC B onHOM ciyuae, B octanbHbIX — kapauoseprepsl (12 UK/ u 3 CRT-D), onpaBaaHHble HIOKK
3auKCcHpoBaHbl y mojgoBUHBI 00bHBIX ¢ K] (n = 7). PYA BBeIMONHsANIACH JBOMM MAIUEHTaM — OJTHON
6onbHOM ¢ couetanueM HKM, AJIITK, xpornueckoro muokapauta, JIMIII, maTorenHol MmyTanuei B
reie MyBPC3 BoinonHsnucs noBTopHsie PYA 1o noBoy 3710KaueCTBEHHBIX JKETYIOUKOBBIX apUTMHM
(vactas KO, XT, B Tom uncne ycroituuBas ¢ Tpancpopmauueit B @XK) Oe3 croiikoro s¢dekra; y
BTOpoOro nanueHta ¢ coueranueM HKM, nocrosepnoit AIITK, xpoHrn4eckoro MUOKapuTa MOBTOPHBIE
PUYA Taxyxe HE UMeNnH CyecTBEeHHOTO d(dekTa.

Tpomoo3Mbonyeckne o0cCa0KkHeHUsl. BHyTpucepaedHblii TpoMOO3 BBIABICH y 5 OOJBHBIX
(17,2%). Y tpoux u3 nux pazsunocb OHMK — B onnoM ciyuae y 60bHOTO € TpoMO030M JITT B anamHe3e
U Ha ¢oHe mpuéMa aHTUKOATYJISIHTOB, B IIOCIEAYIOIIEM IalMEHTy Oblla NPOBEJCHA YCIEIIHas
TPaHCIUIAHTAllUsA CEpAlLla; ABE APYIMX MALUEHTKH yMEpJIM — Yy MOJIOAOH OOJBbHONH OJHOBPEMEHHO

pasBuwiuce OHMK u OMM c poka3zaHHOW TIpH ayTOINCHU AMOOJIMEH B KOPOHApPHYIO apTepHlo,
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AHTUKOATyJISTHTHAs Teparus y He€ He TPOBOAMIIACH B CBSI3U C OTCYTCTBUEM CTaHJIAPTHBIX MTOKA3aHUN; Y
TpeThel 6ompHOM cayunics ¢atanpHblii OHMK Ha hone ormens! BapdapuHa. Y 4eTBEPTOI MaMeHTKA
C YYE€TOM MaCCHUBHOTO BHYTPHCEPJICYHOTO TpoMOo3a Ha ¢oHe MA Obuta BBITTOJIHEHA SKCTPEHHAS
TpaHcIuiaHTanus cepaua. [lsaTeiii naruent ¢ couerannem HKM u nepBuuHOl Muonatuei (BbIsIBIICHA
natoreHHass mytanus B rene DES) BHyTpucepneuHbiM TpomM0OO30M MepeHEC TpaHCIUIAaHTALUI0 U
pEeTpaHCIIaHTAIUIO Cep/Illa, OJHAKO CIIACTH €ro He yAajaock. Takum o0pazoM, CyMMapHO TPOMOO3bI U
TpoMO03MOO0IMH BCTpeTHUCh B 17,2% B TaHHOM MOATpYIIIE.

VY tpoux 6ombHBIX pa3zBuics UM — BeIeynoMsiHY TN (aTanbHbIN dMOoaudeckuii IM; BTopoit
— KJIMHWYECKas CMEpPTh pa3BUiach Ha (poHe (M3MIeCKOi Harpy3KH (Urpa B perou), mocie KynmupoBaHUs
®X ¢ momomipio DUT na DKI' Obutn BeisiBneHBI QS ¢ Vi — V3, cHibkenne OB 1o 42%, 30HBI aknHe3a
3agHert ctenku U Bepxymku JOK, T — tpononun 0,69 ur/min, no nanusiM KAI' kopoHapHbIe apTepuu
WHTaKTHBI, TpeTuid — y OonpHOTO ¢ HeoOcTtpykTtuBHOW ['KMII, BBIABIEHO pyOIOBOE MOpa)keHUE
MHUOKap/ia MepeaHe-Meperopoi0YHOM JIOKaIU3aI[ui HEN3BECTHOM TaBHOCTH O JaHHBIM CIIUHTUTpauu
muokapraa U OxoKI'; mo manueiM MCKT cepauna IIMJKB B cpenHeM cerMeHTE MMEET MBIIIEUHBIN
MOCTHK MPOTSHKEHHOCTBIO 23 MM, cTeHo3upytoumil B nuactony A0 30 — 40%, 4To MOTJIO TOCITYXUTh
JIOTIOJTHUTEIBHON MPUYNHON HEKPO3a U PyOIIOBOTO MOPAKEHUSI.

XpoHnyeckuii MUOKAPAUT IUAarHOCTUPOBAH 0OJIbIIIE YeM Y OJIOBUHBI 00JbHBIX (n =15, 51,7%),
y 60% u3 Hux (n = 9) moarBepxnaéH Mmopdonornyecku: OMb — y 4, mpu uccienoBaHUN
HKCIUIAHTUPOBAHHOTO cepjilia — y 3, Mpu ayToncuu — y 3 (B OJHOM cClly4ae IMOcjiae MPHKU3HEHHOMN
Bepudukanuu auarsosa ¢ nomonibio IMB). [TonpoOusIit ananus couerannss HKM u muokapaura Oyzaer
MPEJICTaBJICH B COOTBETCTBYIOIIEM pa3/ieie JaHHOM! TJIaBbl.

B nmanHOl moarpynne ymepio 7 4elloBeK, JIETaabHOCTh cocTaBuia 24,1%. [lpuunnamu cmeptu
cranu 3mooandeckuii UM u OHMK — 1, am6oanueckuit OHMK — 1, BCC — 2 (oaun 60abHO#M ¢ UK/,
npyroit ¢ 9KC), nHeBmMoHus Ha Qone TepmuHanbHO XCH — 1, cMepTh B paHHEM IepHuoje Mocie
TpaHCIUTAHTallMU ceplua — | u mocne perpaHcnaHtanuu - 1. Bcero TpancmiaHTanus mpoBeIcHA
yerBepbM OonbHBIM (13,8%), aBoum ycnemno. OnpaBaaHHbIe HIOKH HAOMIOAATUCH y TOJOBHUHBI
6omnbHbIX ¢ ycraHoBineHHbIMH MKJ]I (n = 7), HUKTO U3 HUX HE ymep. Takum oOpa3oM, cyMMapHBIH
OPOICHT HEOIArompusTHBIX HMCXOJ0B (CMEpPTh + TpaHCIUIAHTAlUs + OMNpaBIaHHBIC IIOKU
nebubpusisTopa) coctaBui 55,2%.

B epynne IIT couetanue ¢ [pyrumMu KapAuOMHOIIATUSIMHU ObLTO BBISBIEHO B 4 ciydasx: ¢ [ KMII
— 2, ¢ KaTeXOJIAMHUHUHYIIUPOBAHHON KapIMOMHOIIATUEH TSHKEIOr0 TEUSHHS C Pa3BUTHEM JUIIATAIIUN
BCEX Kamep cepana Ha (oHe JBYCTOpOHHEH (eoXpoMomuTOMBl — 1, ¢ KapauoMHONaTHEH
(akpoMeraau4eckoi, TEepBUYHOW CapKOMEPHOW?) cMemaHHoro Mop(hoyHKIIMOHAIBHOTO THIIA
(muddysznas runeprpodbus JDK, cunnpom [IKMII) — 1. Ilpu obnapyxenuu IIT na done JIKMII

BO3HUKAIOT COMHCHUSA B NICPBUYHOCTU HAHHOI'O COCTOAHUSA, TaK KaK HCJIb3A UCKIIOYUTH BTOPUYHYIO
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(KOMITEHCATOPHYI0) MPHUPOAY TUNEPTPOPHH TPaOEKyJ B COYCTAHHH C YIIYUIICHUEM BHU3yallU3allUdd
HEKOMITAKTHOI'O CJIOSI B PacTSHYTOM >KelyJ04Kke. B cBs3u ¢ manoil yuciaeHHOCThiO manueHtoB ¢ [T
IIPOBEJICHNE CPAaBHUTEIBHOTO aHaIU3a JBYX MOArpyI Heuenecoobpasno. JJHK-nuarnoctuka y Tpoux
MAIMEHTOB HE TPOBOAUIIACH, Y OAHOTO (O0IBHOMN C aKpoOMeranueil) HaxouTcs B padboTe.

Coueranue ¢ BIIC ormeueno y neoux. IAMXII y 6ombnoro ¢ 'KMII u MHOECTBEHHBIMU
BPOKJACHHBIMU aHOMAJIMSIMH OTIOPHO-ABUTATEIBHOIO ammnapaTa OblT BBISIBIEH BCKOPE MOCTIE POKICHMUS,
ne(deKT BIOCICICTBUM 3aKphUICA. Y OONBHOW € KAaTeXOJIAMHUHUHIYIMPOBAHHON KapAHMOMHOIIATHEH
JMarHOCTHUPOBAaHA aHOMAJIHS IyT'H A0PThI U €€ BETBEU: MPABOPACIIOIOKEHHAS IyTa, OTXO0XKACHHUE JIEBOU
MNOAKIIOYNYHOW apTepUu OT AMCTAIBHOIO OTAENa YT aopThl C MPOXOXKIECHUEM I03aJU TPaXeu U
nunieBoga. XCH BoisiBiaeHa y nsoux 60abHbIX (50%), y 06oux IIb craguu 3 ®K. Hapymenus purma
(mepcuctupytromas MA, gacras K3, HeycroituuBas u ycroiunBas JXT) BBISBICHBI y OJHOTO OOJIHLHOTO
c [T, emy ycranoBned UK/[. ¥V ocranpHBIX apuTMUil BBISIBIICHO HE ObLT0. BHYTpHCEepedHOTO TpOMOO03a
He 00Hapy)eHOo, y O0JIBHOM ¢ IBYCTOPOHHEH (PeoXpOoMOIIMTOMON B aHaMHEe3e peruauBupytomas TOJIA,
HCTOYHUK He BbIsIBJICH. HUKTO M3 3THUX OONBHBIX HE YMEp, TPAHCIUIAHTALlUs Cepala He IPOBOANIIACD,

cpabarbiBanmil 1epuOpUILIITOPA HE OTMEUEHO.

kksk

B xone nHaGmroneHus 3a O0JIBHBIMHE HAIIETO PETHCTPaA CTajJo OYEBHUIHBIM, 4TO HEe Y Bcex HKM
MIPOTEKAET CTEPEOTUNHO C HAIWYMEM «KjIaccudeckoi» Tpuanbl cumntoMoB HKM, Beiaensemsix B
muteparype (XCH, xeny104KoBbIe HAPYIICHHUS] pUTMa, TPOMOOIMOOIMYECKHE OCIIOKHEHHST), TOITOMY
MBI TIOCYHTAIIM IEIECOOOpPa3HBIM BBIICTICHHE 6 KIWHUYECKHX (GopM (KIMHHYECKHX BapUAHTOB,
cueHapueB nauarHoctukn) HKM, kaxnas W3 KOTOPBIX MMEET CBOM OCOOCHHOCTH. beccummromHas,
aputmudeckas, umemudeckas, HKM wu cuaapom JKMII, HKM y OoapHBIX ¢ TSDKETBIM
octpeiM/mogocTpeiM MuokapautoM, HKM B coueranun c¢ apyrumu KMIL Ilpu GeccumnToMHOM
Bapuante (n = 3, 2,4%) HKM BeisBnsuICS ciiydaifHO mpu OOCIIEOBAaHUHM U HE HMMEN KIMHUYECKHX
nposienenuii. K «apurmudyeckomy» Bapuanty (n = 19, 15,2%) Mbl oTHecu TeX OOJIBHBIX, Y KOTOPBIX
HapyLICHUs pUTMa OBbLIIU IIaBHBIM KJIMHUYECKUM MposiBieHueM. «meMuyeckuitn» BapuaHT onpeaenéx
y Tex 6onbHbIX (n = 10, 8,0%), y KOTOpBIX KIMHUYECKask kKapThuHa cooTBeTcTBOBaia UBC B oTcyTcTBUM
reMOJMHAMHYECKH 3HAUMMBIX IIOPaKEHUH KOPOHAPHBIX apTepPHil iU y alMeHToB ¢ couetanueM MbC
u HKM. Haubonee gacteiM (n = 49, 39,2%) okazancs Bapuant ¢ curapomom JIKMII, koropsiii B
HauOOJbIIEH CTENEHH COOTBETCTBYET OIPEAETICHUIO0 «HEKOMIIAKTHON Kapauomuomnatum». CambiM
TSOKENBIM IO  COCTOSIHMIO OONBHBIX BapuaHTOM Obuio BbisiBIeHHe HKM y OombHBIX C
OCTPBIM/TIOAOCTPBIM MUOKapauToM (n = 15, 12,0%), xapakTepHbIM (HO BCTPEUYAIOMIMMCS U B JIPYTUX
BApUAHTAaX) KIMHUYECKUM TMPOSIBJICHUEM B ATOW TpyIIe sBIsieTcs HeKpo3 Muokapzaa. [locnegnuit

BapuaHT — coueranue HKM c npyroi, mpeumymectenno, nepsuunod KMII, — 'KMII, AJIIDK,
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PKMII, noctnydyeBass KMII, 6Gonesns Jlanona, nepBudnbie Muoauctpoduu (n = 29, 23,2%). B rpynmne
[IT Takxke ObBUIM TMpeACTaBICHbl BbIIIEHA3BAHHBIE KIMHUYECKHE (OPMBI B HEMHOTO JIPYroM
cootHomieHuu: OeccumntomMHo IIT mporekana y nBoux (4,4% mnaumentoB rpynnsl [IT), ¢
«uauonaruueckuMmy» aputmusmu y 13 (28,9%), mox mackoit UBC y omuoit (2,2%), ¢ cuaapOMOM
JAKMII y 20 (44,4%), ¢ octpbiM/mogocTpeiM MuokapautoM y 5 (11,1%), IIT BeisiBieHa y OOJNBHBIX ©
npyroit KMI1 y 4 (8,9%).

IIpu cpaBuennu rpynnel HKM wu rpynnel IIT BBISBIEHBI CIEAYIONIME CTAaTUCTUYECKHU
JOCTOBEpHBIE pasznuuus: y 6onbHbIX ¢ HKM wamie BoisiBisiics Hu3Kkuid BoimbTaxxk QRS B cTanmapTHBIX
orBenenusax (12,8 vs 2,2, p = 0,049) u HemocTaTOYHOE HAapacTaHUE aMIUIMTYIbI 3yOIoB R B mpaBbIx
rpyasbix otBeAeHusx (32,0 vs 13,3, p = 0,02). CpaBHeHHE OCHOBHBIX 3XOKapAuOTpaduuecKuX
MapaMeTPOB HE BBISIBUJIO JOCTOBEPHBIX paznnuuid. M3 knuHuueckux nposisiennii XCH Bcex cranmii
TUarHocTupoBaiack yaimie y 6ompHbIXx ¢ HKM (83,2% vs 60%, p = 0,002), y HUX HaIie pa3BUBAICS
uHbpapkT (Hekpo3) muokapaa (16,0% vs 2,2%, p = 0,016). IIpu ouenke otHOcuTensHOrO pucka HKM
nposiBui ceds kak (axtop pucka passutus XCH (OP = 1,38, 95% AU: 1,07-1,78), HO HE HEeKpo3a
muokapna (OP = 7,2, 95% J1M1: 0,99 - 52,11). CpaBHUTENbHBINH aHATU3 OTIACIBHBIX KIMHUYECKUX (HOpM
rpynnel HKM u rpynner IIT mpoBenén nnga apurmuyeckoro BapuaHTa, Bapuanta ¢ JIKMII u
OCTPBIM/TIOAOCTPBIM MHOKapAUTOM. bonbHBIE ¢ apuTmudeckuMm Bapuantom HKM ornuganuce ot
COOTBeTCTBYMOIIEH moarpynmnsl 6ompHBIX ¢ [IT Gonee HU3kol DB (53,2% vs 59,7%, p = 0,050) u
OoJIbIIIel YacTOTOM BBISBIICHHs] HU3KOTO BosbTaxka QRS B cranmapTHbix orBenenusx Ha IKI (26,3%
vs 0, p=0,053). B Bapuante ¢ JIKMII u ¢ ocTpbIM/TIOAOCTPBIM MUOKAPIUTOM HE OBLIO 3a()UKCUPOBAHO

JOCTOBEPHBIX PA3NUYUNA, HU CTPYKTYPHO-(QYHKIMOHAIBHBIX, HU KIMHUYECKHX.

3.3. Xapakrepucrunka nanueHToB rpynnsl HKM c BoisiBiaenabivu HKM-accounupoBaHHbBIMU

MyTaUAMHU B COMOCTABJICHHHU C MAalUCHTAMU 0e3 BBISIBJIEHHBIX MyTaIII/Iﬁ

3.3.1. Pe3yabTarhl reHeTHYECKOM AUATHOCTUKH y nanueHToB ¢ HKM

Ha cerogns JIHK-gmarnoctuka 3aBepmieHa y 41 (32,8%) mamumenta ¢ HKM. Cpemu Hux
naTOreHHbIE MYTallUU B T€HaX, acColMUpoBaHHBIX ¢ pazButueM HKM, Obutn BoisiBienst y 12 (29%),
em€ y 7 (17%) 6w1mu BorsiBiaeHs! Tosibko VUCS, y octanbHbIX nanueHToB (54%) npu nposeaenun JJHK-
JMUATHOCTHKU He ObLTO BBIsBIEHO HU maToreHHbIX MyTanuii, Hu VUCS. Ilamuentsr ¢ VUCS 0bin
WCKJTIOYCHBI U3 CPABHUTEILHOTO aHAIN3a B CBS3H CO CJIIOKHOCTBHIO MHTEPIIPETAIIMH BBISBICHHBIX Y HUX

W3MEHEHUH. Pe3ybTaThl reHETHYECKON JUArHOCTUKH MpescTaBieHbl B Tabmume 3.16.
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Taoauna 3.16 — Pe3yJbTaThl reHeTHYECKOH IUATHOCTHUKH Y manueHToB rpynnsl HKM

Mmarepu

Ne | Myranus B rene Kannanueckmnii CemeiiHbI BIIC Heo0aaronpusaTHbIi
JHATHO3 aHaMHe3 HCXO0/
1 HKM, I'KMII 6e3 HE OTSATOLIEH HET cmepts (OHMK, M)
00CTpyKIHH,
HHDEKITUOHHBIN
SHIOKAPIHT
2 HKM, AAITX (?), HE OTATOMEH JIMITIT HET
MHOKapAUT (xupypruueckoe
JIeYeHUe)
3 HKM, 'KMII 6e3 HE OTATOILIEH JIMIIIT TpaHCIUIaHTaLHs
oOcTpyKIMH cepaua (MA na ¢oHe
MaCCHBHOTO TpoM003a
JK)
4 MyBPC3 HKM, JI0Yb U CBIH HET (nexomrmeHcanus
TeHepaTu30BAHHBIN ctpagator 'KMII XCH)
CapKOHUI03 C Pa3BUTHEM
PKMII, Mmuokapaura
5 HKM, I'KMII 6e3 BCC otma B 49 JIMIIIT HET
obcTpyKINH JIeT, CMEPTH TN
o oty B 35 net
ot M (?)
6 HKM, octpsrit HKM y mnagmeit HET HET
MH(}apKTONOI00HBIN cectpsl (?)
MHOKapAUT
(Mopdomornuecku
BepUPHUITUPOBAHHBII
BUPYC-TIO3UTHUBHBIN)
7 HKM, AJIITX, HE OTATOLLEH HET onpaBJaHHbIE
MUOKapAUT cpabatsiBanne MK/
DSP (Mop¢onornuecku
BepUPHUIUPOBAHHBIH)
8 HKM, AITX, HE OTSATOIIEH HET HET
MHOKapAUT
9 HKM, IKMII, MHOIIATHSL Y ChIHA HET OmnpaBJaHHbIC
MHUOIUCTPOGHS, cpabateiBanne CRT-D
MHOKapAUT
10 DES HKM, IKMII, I'KMII, muonarus HET TpaHCIUIaTalus U
MUOIUCTPOUS, y matepu, OKCy peTpaHcIIaHTalus
MHUOKapJHT Jeqia 1o Matepu cepaua, CMEPTh Nocie
peTpaHCIIaHTaluH
cepaua
11 TTN HKM, JKMII HKM vy 6para HET HET
12 LAMP2 HKM, 6one3np lanona | I'KMIIy 6para n HET HET
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3.3.2. CpaBHHTe/IbHAA XaPAKTEPHUCTHKA AIHEHTOB C BbIABJICHHBIMHU NATOT¢HHBIMH
myTanusamu B HKM-accounnpoBaHHBIX reHaX ¥ MALMEHTOB 0e3 MyTanui

[lpu cpaBHEHMM KJIMHUYECKUX, CTPYKTYpPHO-(QYHKLIMOHAJIbHBIX IAPAMETPOB U  OCHOBHBIX
KOHEYHBIX TOYEK Yy MAlMEHTOB C BBIBJIEHHBIMU NTaTOreHHbIMU MyTanusmMu B HKM-accounnpoBaHHbIX
redax (n =12, 35,3% nauuenrtos ¢ npoenéHHoil [JHK-anarnocTukoii) 1 y maiMeHToB, y KOTOPBIX IPH
nposenennn JIHK-auarHoctuku myrtauuii BbiBIeHO He Obuio (n = 22, 64,7%), craTUcTUYecKU
JIOCTOBEPHBIX pa3nmuuuii He oOHapyxkeHo Tabmwmma 3.17.

Tabmuma 3.17 — CpaBHeHHe KIMHHYECKHX, CTPYKTYPHO-()YHKIMOHAJIBLHBIX IAPAMETPOB U

OCHOBHBIX KOHECYHBIX TOYECK Y 00JIbHBIX C BbISABJIEHHBIMH NMATOT€HHBIMH MyTallusiMu B HKM-
ACCOMUHUPOBAHHLIX N'CHAX U MAIIMECHTOB 0e3 MYTaIII/Iﬁ

Hpuznak HKM ¢ HKM 0e3 myTanuii CratucTndeckast

BBISIBJIEHHBIMHA AOCTOBEPHOCTH
MYTalUSIMHU pasau4mii, p

Bcero GompHbIX, % ot obmero | 12 (35,3%) 22 (64,7%)

KoJimyecTBa OOJBHBIX C 3aBEpIIEHHON

JIHK-nmaraoctukoit

Mysxuunsl, % 50,0 54,5 1,0

Kenmunsl, % 50,0 45,5 1,0

Bospacrt, romnst 38,7+15,34 46,9+13,3 0,113

IxoKT -napamempuol:

KIP JIK, cm 5,7+0,84 6,1+0,63 0,177

K0 JIXK, mn 121,3+48,7 146,2+44.5 0,155

KCO JIX, mn 66,4+31,9 96,4+41,7 0,047

OB JDK,% 42,2+13,6 37,9+11,2 0,324

OB menee 35%, % 25,0 36,4 0,705

dp/dt, mm pr.cT./c 808,0+340,8 764,7+£276,1 0,758

VTI, cm 14,0+3 .4 11,7+2,6 0,108

Tonmunra MXKITI, mm 11,644,1 9,4+2.2 0,120

JII, em 4,2+1,1 4,4+1,1 0,726

JITT, mnt 111,14+45,8 97,5+45,5 0,435

11, mn 56,0 [46,0; 72,0] 60,0 [48,5; 98,5] 0,639

ITK, cm 3,0 [2,8; 3,9] 3,0 [2,6; 3,4] 0,255

CIJIA, MM pr.cT. 30,3+10,7 35,1+16,6 0,425

E/A 1,6 [1,1;2,4] 1,4 10,9; 1,8] 0,525

MuTtpanbHasi perypruTanus, CT. 2,0[1,0; 2,0] 1,0 [1,1; 2,5] 0,736

TpukycrnuganbHas perypruTausi, CT. 1,0 [0,5; 2,0] 1,0 [0,9; 1,5] 0,836

OKT -npusnaku:




pononxenne Tadauubt 3.17

83

45,5 40,9 1,0
Henocraroynoe Hapactanue 3yOLa
R,%
Husknii BossTaxx kommuiekcos Ha DK, | 18,2 31,8 0,681
%
[IpomomxurensHOocTh QRS, Mc 110 [100;140] 105 [100;127] 0,451
Knunuueckas xapmuna:
XCH, % 91,7 86,4 1,0
Cramus XCH IIA [TIA;IIA] IIA [1; 1IB] 0,582
OK XCH 2,0 [1,625;3,0] 1,5 [1,0;3,0] 0,948
XKD 6onee 500/cytku, % 66,7 59,1 0,727
Heycr./yct. XT, % 83,3 59,1 0,252
MA (nro0ast popma), % 333 36,4 1,0
CCCY, % 9,1 22,7 0,637
AB-0nokana, % 18,2 27,3 0,687
ITBJIHIIT, % 16,7 9,1 0,602
Crenokapaus (1-3 ©K), % 25,0 31,8 1,0
BryTtpucepaeunsiit pom603, % 333 22,7 0,687
Omooauu, % 8,3 13,6 1,0
Tpom603 1 smO0IHIH, % 333 27,3 0,714
Muoxapaut, % 58,3 54,5 1,0
Wmmnanramus K1, % 66,7 40,9 0,282
HHubapkT (HeKpo3) MuoKapa 25,0 18,2 0,677
Hcxoowi:
Omnpasnannsie moku UK, % 50,0 33,3 0,637
CwmepTs, % 16,7 13,6 1,0
Tpancmnanranus, % 16,7 9,1 0,602
Cwmeptr+ Tpancmnanrauus, % 25,0 22,7 1,0

3.4. Bansinue cONyTCTBYIONIEr0 MUOKAPAUTA HA KIMHUYECKYI0 KAPDTUHY

B 3amaum nHamero mccieoBaHHsS BOILLIO U3Y4YEHHE 4YAcTOThl coueTaHus cuHapoma HKM c

MHOKapJIUTOM HW CpPAaBHCHHC oco0eHHOCTEH TCUCHHS, PaA3BUTUA HGGHaI‘OHpI/IHTHBIX HCXOO0B Yy

MAIMEHTOB C COMYTCTBYIOIIMM MHOKAPAUTOM U O€3 HEro.

Jlns penieHus 3ToM 3a1a4u MPOBEAEM CPaBHUTENIbHBIN aHAIU3 cpeau nanueHToB rpynmnsl HKM,

BBIJICJIUB TOATPYNIYy C MHOKapIUTOM M TOATPYIHIy O3 COMyTCTBYIOIIErO0 MHOKApAMTA.

Taxxe
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npoBeéM CpaBHeHUE JaHHOM mnoarpynnel (coderanme HKM u Muokapnura) ¢ aHamorudHoun

noarpynmnoi B rpymme [IT (maruents: ¢ [1T u muokapaurom).

3.4.1 CpaBHeHMe UCXOAHBIX KINHUYECKUX, CTPYKTYPHO-(PYHKIMOHAJIBbHBIX NOKA3aTeJ el 1
OCHOBHBIX KOHEYHBIX TO4YeK y 00abHbIX HKM B 3aBHCHMOCTH OT HAJIMYMSA/OTCYTCTBHS

MHOKAPIUTA

N3 125 mammenTo rpynnel HKM MuokapauT nuarHoctupoBaH 0osiee 4eM y MOJIOBHHBI — Y 68
nanueHToB (54,4%) (Pucynok 3.9). [Toutu y Tpetu 601pHBIX ¢ MHOKapAUTOM (n = 20, 29,5%) noxyyeHo
Mophoornueckoe noaTBepKAeHue nuarnosa: npu OMb y 14 (20,6%), npu ayronicun y 4 (5,9%), npu
MOP(OJIOTHUECKOM UCCIIET0BAaHUU YKCIUIaHTHpoBaHHOTO cepanay 1 (1,5%), npu uHTpaoneparioHHOR
ouoricun 'y 1 (1,5%). JAHK kapauoTpomHbIXx BHPYCOB (BHUpYC MpoCTOro reprieca | Twuma,
IIUTOMETAIOBUPYC, BUpyc Domrelina — bapp, mapBoBupyc B19, Bupyc repmneca 6 tuma) B MUOKap/e
obnapyxena y 10 (14,7%) 6onpHBIX, B KpoBH y 4 (5,9%). Bcero Mmopdonorudeckn moaTBep K aEHHBIH
BUPYC-TIO3UTHBHBII MHOKapIuT BbIsABICH B 17,6% (n = 12); Bupyc-nHeratusubiil B 10,3% (n = 7). ¥V
OJIHOTO OOJBHOTO ¢ MOP(OJIIOTUYECKH MOATBEPKAEHHBIM MUOKapAUTOM HCCIEJIOBAaHUE HAa HaWYHe
KapAMOTPOIHBIX BHUPYCOB B MHOKapae He mpoBoawioch. Emé y naBoux OOJBHBIX JaHHBIE O
MOP(}OIOrHYECKOM HUCCIeI0BAaHUH SKCITIAHTUPOBAHHOTO Cep/Iia MOJyYUTh HE yJaioch, IOATOMY OHU
OTHECEHBI B TPYNITY KIMHUYECKH TUATHOCTHPOBAHHOTO MUOKapaAuTa. Takum 00pa3oM, y OCTaIbHBIX 48
oompHBIX (70,6% mNalMEeHTOB ¢ MHOKApAWTOM) JWAarHO3 MHOKApIUTa IOCTABJICH HAa OCHOBAaHHUHU
IropuTMa HEWHBA3UBHOW JAMATHOCTUKH MUOKapauTa. M3 HUX Hanuyue KapAHUOTPOIHBIX BHPYCOB B

KpOBH BbIsABIIEHO ¥ 14,7% (n = 10).

= be3 mmokapauTa
MuoKapAUT No AaHHbIM BUONCUU (BUPYC-MO3UTUBHbIN)

MuoKapAmMT No AaHHbIM Buoncum (BUpyCc-HeraTUBHbIN)

MWOKapAMUT No AaHHbIM 61oncum (BUpycChl He
nccnenoBaHbl)

= MUOKapAWT MO KAMHUYECKUM AaHHbIM (BUpYC-
NMO3UTUBHbIN)

= MMOKapAWT N0 KAMHUYECKUM AaHHbIM (BMpYC-
HeraTuBHbIN)

29%

Pucynok 3.9. Yacrora BbisiBJieHUs1 MUOKapauTa y 00abHbIX ¢ HKM

Yacrora BCTpEUaeMOCTH OCHOBHBIX KPHUTEPUEB MHOKApAHMTAa Y OOJbHBIX 0€3 MOp(OIOrHYecKOro

MOATBEPKIeHUS npencraBieHa Ha Pucynke 3.10. HanoMHUM, 4TO MMM SBJISIIOTCS. aHAMHECTHYECKAs
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Tpuaga (cBsi3b JeOroTa 3a00sieBaHUS C MEPEHECEHHOM WH(eEKUuueil; ocTpoe Hayano; JaBHOCTb
3a0oneBaHus MeHee | Toja) WM OCTpOe Hadajgo + CBSI3b C HWH(EKIHEH; BBICOKHE THUTPHI
AQHTHKAapAHAJIbHBIX AHTUTEIN, CHCTEMHbIE UMMYHHBIC HapYIICHHUs, OTCPOUCHHOE CyOITHMKapIHaIbHOEe

HaKoIlJIeHHe KoHTpacTHoro npemnapara npu MCKT/MPT.

OTCpOYeHHOe HakonaeHue KB

AH® 1/2/3/4

vl
w

ATd 1/2/3/4

oo
©

ATKML, 1/2/3/4

2]
(53]

ATTMK 1/2/3/4

19 2

ATBNNC 1/2/3/4

19 17

~

cBA3b C UHPpeKumein 1/2/3

0o

ocTpoe Havano 1/2/3

AaBHOCTb MeHee/60nnee roga

o
6]

10 15 20 25 30 35 40 45 50

Puc. 3.10. YacToTa BcTpe4aeMOCTH OCHOBHBIX KpHTepHeB HEHHBAa3UBHOM THATHOCTHKH

MHUOKapaAuTay 00JbLHBIX 0€3 Mopq)OJIOFH‘leCKOFO MOATBEPKIACHUA TUATHO3A

[Iprmeuanne. [TokazaTenn «ocTpoe pa3BUTHE CHMITOMOB 3a00JIeBaHN» (TTOSIBIICHHIE OJIBIIIKH, TTIepedoeB B paboTe cepana,
6omm B obmacTu cepama, CHIKEHHE NePEeHOCUMOCTH (H3MYECKUX HArpy30K) PaHKHPOBAHBI Ha 3 TPYMIBL: | — pa3BHUTHE
CHUMIITOMOB B T€UCHHE MeCSIIa-HECKOIBKIX, 2 — B TeueHue 1-3 Hexens, 3 — ocTpeiiniee pa3BUTHE 32 OJMH-HECKOIBKO THEH;
1 10 TAaKOMY € MPHHIMILY PAaHXMPOBAH MOKA3aTeNb «CBA3b C MH(pEKIME»: | — MOXKHO 3amo03pHUTh CBSI3b Pa3BUTHSA
CHUMIITOMOB 3a00JIEBaHUs ¢ pecnupaTopHOi uHPekImel, 2 — cBsa3b ¢ OPBU Ooinee uétkas, 3 — cBa3p ¢ OPBU HecomHeHHa.
TuTphl aHTUKapAWAIBHBIX aHTUTEN 3aKOJUPOBaHbI cireaytomum obpazom: 1:40 — 1, 1:80 — 2, 1:160 — 3, 1:320 — 4. YkazaHo
abcoiroTHOE yncino 6osbHBIX. B HopmMe AH® He 1oikeH BBISIBISTHCS, @ TUTPBI OCTaJIbHBIX aHTUTE HE TOJDKHBI ITPEBBIIIAThH
1:80. KB — KOHTpacTHOE BEILIECTBO.

IIpu cpaBuenun namuentoB ¢ HKM u mmokapautom m HKM 6e3 muokapauTa BbIABICHA
CTaTUCTHYECKAs JIOCTOBEPHOCTD PA3IMYMA CXOAHBIX XOKapAuorpadpuueckux noxasareneit (Tabnuma
3.18) — GonbHBIE C COMYTCTBYIOIIUM MHOKApIUTOM OTIWYAIHCh Oonpimmmu oobémamu JIK (KO,
KCO), kpome Toro, 6omnbimm 0611 006EM T111; mocTOBEpHO Xyrke OBUIM MOKa3aTEeIN CUCTOINYECKON U
muactonndeckoi ¢ynkiuu JOK — @B Opia y Hux gocroBepHo Hike (34,8% vs 43,1%, p = 0,001),
JIOCTOBEPHO OoJbIel Oblna yactota Bcrpeuaemoctu @B uuxke 35% (55,25% vs 29,8%, p = 0,000),
nokasareib cooTHomeHus: E/A Obi1 1ocTOBEpHO BhIIE. Y NAIMEHTOB C MUOKApAMTOM JOCTOBEPHO
Bbiie Obi1a ctaaus (IIA [ITA;IIB] vs HA [I; [TA] p=0,011) u ®K XCH (2,25 [1,125;3,0] vs 2,0[1,0;3,0],
p = 0,029, game BeBismace KT (63,2 vs 35,1%, p = 0,002, OP 1,84, 95% AU 1,24 — 2,74) n,
COOTBETCTBEHHO, 3THM OOJIbHBIM 4armie ycranaBnuBanu MKJ[ (HO pa3HMIIa B 4acTOTE OMpaBIaHHBIX

cpabarpiBanuii UKJl He nocTuria craTUCTUYECKON 3HAUUMOCTH).



Takum o0Opa3om, MPUCOSAMHEHHE MUOKAPAUTA CYHIECTBEHHO YTSDKEISET TEUCHUE M HUCXOJIBI
3a00JieBaHus — MMOKa3aTesb JIETANbHOCTU cocTaBui 22,4% npoTtus 5,3% B noarpymnie 6e3 MUOKapIuTa,
p =0,010, OP = 4,19, 95% JAW: 1,27 — 13,75. He OblI0 BBIABICHO Pa3IMUMii B 4ACTOTE CTCHOKAPIWH,
BHYTPHCEPICYHOTO TpoMO03a, smOonuit. [Ipu oreHke oTHOmEHHUs pUcKoB i pa3BuTHs XCH mexay
OOJBHBIMU C MHOKAPIUTOM U 06€3 MHOKApANTA YCTAHOBJICHO, YTO MHOKAPAUT HE OKA3bIBAJI BIUSHUE HA
yactoty XCH (OP = 1,09, 95%/11 0,93 — 1,29). XoTsa HEKpo3 MUOKapaa ObUT XapaKTepeH i O0JIbHBIX
C OCTPBIM/TIOAOCTPHIM MHUOKApJIUTOM, KaK MOKA3aHO MPU OMHCAHUU TMOATPYIIBI OOJBHBIX C TaKUM
CLIEHApUEM JTUArHOCTHKH, Pa3M4YMil B 4aCTOTE HEKPO3a MUOKapAa B JAHHOM aHaJIu3€ HE MOJIyYEHO.
OTOT (HaKT MOKET TOBOPUTH O HAIMYUU HE3aBUCHMBIX OT BOCIAIUTEIBHOTO MPOIEcca MEXaHU3MOB
HEKpo3a HEKOMIakTHoro cios. OnuHakoBO#W Obuia M 4dactoTa BcTrpedaemoctu OKI-mpusHakoB —

HU3KOTO BoJbTaka KoMIuiekcoB QRS u HemocTtarounoro Hapacranus 3yoma R.
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Ta6aunna 3.18 — CpaBHeHHe KIMHHYECKHUX, CTPYKTYPHO - (YHKIMOHAJIBHBIX IAPAMETPOB H
OCHOBHBIX KOHEYHBbIX TO4YeK Y 001bHbIX ¢ HKM B coueTannu ¢ MUHOKaApaUTOM U 0€3 Hero

Ipu3nak

HKM ¢

MHOKaApPAUTOM

HKM 6e3

MHOKapaAuTa

CrarucTuyeckas
A0CTOBEPHOCTH

pazauyuii, p

Bcero OompHBIX, % oT 00mIETO

KOJIMYECTBA OOJIBHBIX

68 (54,4%)

57 (45,6%)

My>xuunsl, % 60,3 57,9 0,786
Kenmunsl, % 39,7 42,1 0,786
Bospacr, ronst 42,5[34,0; 58,5] 44,0 [34,0; 63,5] 0,275
OxoKI-napamempul:

KIP JIK, cm 6,2+0,75 5,9+0,94 0,080
KAO JIX, mn 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
OB JIK,% 34,8+ 13,0 43,1 £ 13,87 0,001
OB menee 35% 55,2 29,8 0,006
dp/dt, mm pr.cT./c 765,9 +£239,1 763,1 +£290,9 0,971
VTI, cm 11,5+3,8 12,3+3,6 0,486
Tommuaa MXKII, MM 10,0 [8,0; 11,0] 10,0 [8,0; 12,0] 0,346
JIII, em 4,513,8; 5,1] 4,0 [3,5; 5,1] 0,344
JIII, Mt 95,0 [66,0; 119,0] 81,0 [63,5; 129,5] 0,682
IIT, mn 72,5 [48,8; 90,0] 54,0 [45,0; 85,5] 0,042
IDK, cm 3,0 [2,6; 3,5] 2,8 [2,4; 3,2] 0,101
CIJIA, MM pT.CT. 35,0 [25,0; 45,0] 25,0 [20,0; 40,0] 0,135
E/A 1,6 [1,1; 2,6] 1,3 [0,7; 1,8] 0,046
MuTtpanbHasi perypruTanus, CT. 1,5 [1,0; 2,0] 1,0 [0,5; 2,0] 0,139
TpukycrnuganbHas perypruTanusi, CT. 1,0 [0,5; 1,5] 1,0 [0,5; 1,0] 0,319
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Tpancimanranus, %

OKI -npusnaku:

Henocrarounoe napacranue 3youa R,% | 42,4 26,4 0,069
Huskuii BonbTaxk komruiekcos Ha OKT, | 17,9 7,4 0,110
%

[IponomxurensHocth QRS, mMc 110 [100;130] 100 [90;127] 0,117
Knunuueckasn xapmuna:

XCH, % 86,8 78,9 0,244
Cragus XCH IIA [IIA;IIB] 1A [I; ITA] 0,011
OK XCH 2,25[1,125;3,0] 2,0 [1,0;3,0] 0,029
KD 6onee 500/cyTku, % 51,5 42,1 0,296
Heycr./yct. XT, % 63,2 35,1 0,002
MA (mro6ast popma), % 32,4 28,1 0,697
CCCY, % 8,8 12,5 0,506
AB-6nokana, % 16,2 12,5 0,563
ITBJIHIIT, % 20,6 17,5 0,667
Crenokapaus (1-3 ®K), % 16,2 24,6 0,243
BuyTpucepaeunstii pom603, % 22,1 17,5 0,530
DOmboun, % 10,3 5,3 0,344
Tpom603 u s3mO01IMH, % 26,5 21,1 0,480
Nmmmanramus UK, % 37,3 21,1 0,049
Wudapkr (Hexpo3) MUOKapaa 13,2 19,3 0,357
Hcxoouv:

Ormpasaannsle moku UK, % 16,2 3,5 0,149
CwmepTts, % 22,1 53 0,010
Tpancmnanrauus, % 8,8 1,8 0,125
CmepTh+ 17,6 7,0 0,076

IIpu cpaBHeHHMHM TmOKa3aTeyeu
KapAMOMHUOIIMTOB, TJAJKOH MYCKYJaTyphl,
JIOCTOBEPHO BbIlIE Y nanueHToB ¢ MuokapauToM (Pucynok 3.11). ATKMI] 1:80 [1:80; 1:160] vs 1:80
[1:80; 1:80], p = 0,046; ATIT'MK 1:160 [1:80; 1:160] vs 1:80 [1:80; 1:80], p = 0,002; ATBIIC 1:160
[1:160; 1:320] vs 1:80 [1:80; 1:160], p = 0,000. Menuaubl nokazateneit AH® u ATD oxazanuck
oanHaKOBbIMU B 00enx noarpymmax: AH® 0[0; 1:160] vs 0 [0; 1:80], p=0,214; AtD 1:80[1:80; 1:160]

vs 1:80 [1:40; 1:160], p=0,125.

AHTUKApJIUAIbHBIX AT

BOJIOKOH TIPOBOJISAIIEH CHCTEMBI

AT

AHTHUI'CHaM

cepaa OKasajcs
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3.4.2. CpaBHeHHe HCXOAHBIX NOKa3aTeseil 1 KOHEYHBIX TOYeK Yy 00/1bHBIX ¢ coueTanueM HKM n
MuokapauTa u'y 6oabHbIx ¢ HKM 0e3 MuokapauTa BHyTPHU OTAebHBIX KINHUYECKUX

BApPHAHTOB

Jliss yTOYHEHUS] BIUSHUS COIYTCTBYIOIIETO MHOKApPIUTA MPOBEAEM aHANU3 KIMHUYECKUX U
CTPYKTYPHO-(YHKIIMOHAIBHBIX MOKAa3aTeNel, a TaK)Ke UCXOAOB y MAIEHTOB C MHUOKapIUTOM U 0e3
BHYTPHU KaXKIO0T0 KIMHUYECKOTO BapHaHTa, TJI€ BCTPEYAIUCh OOJIbHBIE C MUOKApIUTOM U O€3 HETo.

PaccmMoTpuM 9acToTy BCTpeyaeMOCTH MHOKAapJUTa BHYTPU Ka)XJI0ro KIMHUYECKOTO BapuaHTa
HKM (Pucynok 3.12). Cpeau Tpoux ManueHTOB ¢ OECCUMIITOMHBIM ClieHapueM nuarsoctuku HKM
MHUOKAPIUT HE BBISIBISIICS; 3 19 OONBHBIX C apUTMUYECKUM BapUAHTOM MUOKAPAUT TUArHOCTUPOBAH Y
9 (47,4%); u3 10 GONBHBIX C UIIEMHUYECKHM CLIEHAPUEM MHOKApIUT BbIABIEH y nBoux (20%); uz 49
nanuenToB ¢ JIKMIT — y 27 (55,1%); B nATBIN clieHapuii TUAarHOCTHKH BOILIM TOJIBKO TAIUEHTHI C
OCTPBIM/TIOAOCTPBIM MUOKapauToM (n = 15); 1 u3 29 6ompHBIXx ¢ HKM 1 apyruMu kapauoMuomnaTusMu

MUOKapauT BbIsiBIeH y 15 (51,7%).

CoueTaHue c gpyrumm 14
KMnN I 15

Octpbiit/nogocTpelii | g
MUOKapAUT I 15

22
Ly ey

A 8
VBC" o )

"Manonatmyeckune" 10
apUTMUUM I O

beccMnToOMHbIN 0

0 10 20 30

6e3 mvokapauta B C MMOKapAUTOM

Pucynok 3.12. Koin4ecTBo NanmeHTOB ¢ MHOKAPAUTOM U 0€3 Hero BHYTPH OTAEIbHBIX

KJInHn4Yecknx Bapuantos HKM

B moarpymnme GonpHBIX ¢ apuTMu4eckuM BapuaHToM HKM MuOKapIuT BBISBIEH TMOYTH Y
nosioBuHbI (47,4%), noctoBepHBIX paznuuuii B nokazarensix IOxoKI', OKI'- u knuHuueckux npusHakax
MEXIy TAIMEHTaMH C COMYTCTBYIOIIMM MHOKApPAUTOM W 0€3 HEr0 HE BBISBICHO, HEOIAronmpHsTHBIX
UCXO0JI0B He HaOmoganock (Tadmuna 3.19). OrcyTcTBUE pa3inuuuii MOKET OBITH 00YyCIIOBJIEHO OoJjiee
JETKUM TeUEHUEM MUOKapJuTa y OONBbHBIX B JaHHOHM noarpynme. Takke He BBISIBICHO CTaTUCTHUYECKH

JIOCTOBEPHOM DPAa3HUIBI MEXIYy YPOBHSIMHU aHTHKapAUalIbHBIX AT, KpoMe AT K aHTUI'€HaM IJIaJKOM

myckynatypsl: ATTMK 1:160 [1:80; 1:160] vs 1:80 [1:80; 1:80], p = 0,034 (Pucynoxk 3.13).
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Ta6aunna 3.19 — CpaBHeHHe KIIMHHYECKUX H CTPYKTYPHBIX IIOKa3aTeseil y 00bHBIX ¢

«apurMuyeckum» BapuanTom HKM B coueTanum ¢ MUOKApAUTOM U 0e3 Hero

Hpuznak

EcTb MuUOKapaut

Het muoxkapaura

Crarucrnyeckas
JI0CTOBEPHOCTH

pasau4ui, p

Bcero OGompabIX (% oT obmero | 9 (47,4%) 10 (52,6%)

KOJIMYECTBA OOIHHBIX )

My>xuunsl, % 44 4 70,0 0,370
Kenmunsl, % 55,6 30,0 0,370
Bospacrt, romnst 41,1+ 14,9 46,5+ 18,4 0,496
IxoKT -napamempuol:

KIP JIK, cm 5,6 £0,56 5,31+0,50 0,362
K0 JIXK, mn 141,4 £ 54,7 119,1 £29,8 0,329
KCO JIX, mn 68,5 [40,0; 83,5] 49,0 [46,0; 75,0] 0,536
OB JDK,% 51,3+7,6 54,7+9,7 0,425
OB menee 35% 0 0

Tommuaa MXKII, MM 9,5[8,3; 11,5] 8,0 [8,0; 11,5] 0,423
JII, em 4,1+£0,6 3,5+0,4 0,118
JIT, M 66,5 [54,3; 98,3] 62,0 [55,0; 81,5] 0,607
11, mn 49,0 [48,0; 74,0] 52,0 [44,5; 59,5] 0,536
ITK, cm 2,7+0,6 2,5+0,4 0,474
CIJIA, MM pr.cT. 27,0 [20,5; 35,5] 20,0 [20,0; 23,5] 0,126
E/A 1,4+0,3 1,3+04 0,546
MuTtpanbHasi perypruraunus, cT. 0,5[0; 1,0] 0,5[0; 1,75] 1,0
Tpuxkycnugansnas peryprutanus, ct. | 0,5 [0; 1,0] 0,5[0; 1,0] 0,918
OKI -npusnaku:

Hepnocratounoe Hapacranue 3y6ma | 50,0 20,0 0,321
R,%

Husknit BosbTax KOMIUIEKCOB Ha | 37,5 20,0 0,608
OKT, %

[IpomomxurensHOoCcTh QRS, Mc 100 [85;105] 100 [91,5;100] 0,950
Knunuueckasn xapmuna:

XCH, % 44,4 30,0 0,650
Cragus XCH 0 [0; I-ITA] 0[0; 1] 0,549
OK XCH 0[0; 1,0] 01[0; 1,0] 0,661
XKD 6onee 500/cytku, % 33,3 40,0 1,0
Heycr./yct. XT, % 55,6 30,0 0,370
MA (nro0ast popma), % 333 40,0 1,0
CCCY, % 11,1 30,0 0,582
AB-6nokana, % 0 30,0 0,211
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[BJIHIIT, % 0 0
Crenokapaus (1-3 ©K), % 0 10,0 1,0
BuyTpucepaeunstii pom603, % 0 20,0 0,474
DOmboun, % 0 0
Tpom603 u s3mO0sIMH, % 0 20,0 0,474
Nmmnanranusa K/, % 0 20,0 0,474
Hudapkr (Hekpo3) MHOKapIa 0 0
1:320 7] = :Eg
111607 o =pli
? ] AaTENC
1:807] ? =
1:40 7] i *
0l T T
HEM Be3s muokapauTa HEM © MH1oKapguTam

Pucynok 3.13. CrieKTp THTPOB AaHTHKAPAMAJBHBIX AHTHTEJI Y 00JIbHBIX ¢ MHOKAPAUTOM H 0e3

Hero B MOATPYyIIe NAalUEHTOB ¢ «apuTMUYecKuM» Bapuantom HKM

B noarpynne maumentoB ¢ HKM, mporekaromum nox mackoil MBC, Takke He BBISBIEHO
JIOCTOBEPHBIX PA3MUYUNA B KIMHUYECKUX U CTPYKTYPHO-(QDYHKIIMOHAJIBHBIX ITOKA3aTeNAX MEXIY
00JBHBIMU C MHOKapAUTOM U 0€3 Hero. CTOUT OTMETUTh, YTO B 3TOM HEMHOTOUHCIIEHHOM KIIMHUYECKOM
BapHaHTE€ MHOKApIUT AMArHOCTUPOBAH TOJBKO Yy JABOUX, YTO JEJAET PE3yJIbTaThl CPaBHUTEIHHOIO
aHaM3a MaJOuH(OPMATUBHBIMH.

CpaBHMTENBHBIM aHaIM3 MAIMEHTOB C MHOKapauToM u 0e3 B moarpynne HKM c JAKMII
npeacraBieH B Taomume 3.20. Kpome mokaszartenss nuactonumdeckoil gyHkuuu (ypoBeHb E/A Obln
JIOCTOBEPHO BBIIIE y MaMEHTOB ¢ MUokapautom — 2,20 vs 0,75, p = 0,014), sxokapanorpagudeckue
napaMeTpbl He UMeNU JOCTOBEPHBIX pa3nuyuii. YacToTa KIMHUYECKUX MPOSIBICHUH Oblila B OCHOBHOM
onnHaKkoBo#, kpome 4acToThl JKT (ycToiunBON M HEyCTOWYMBOM) U, COOTBETCTBEHHO, MAllUEHTaM C
MuokapauTom damie ycraHapnmuBanu MKJl. Pasznuums B ompaBmanHbix cpabateiBanusix WMKJ[ we
JOCTUTJIA CTaTUCTHYECKON JOCTOBEpHOCTH (26,7% vs 0, p = 1,0), kak U yacToTa HeOIArONMPHUITHBIX
UCXOJI0B (JIETAIbHOCTH MPU HAJTMYUU MUOKAPANUTA ObLIA CYIIECTBEHHO BBIIIE, PA3TUYUs IPUOIMIKAINCH
K JocTtoBepHbIM). [Ipu cpaBHEHHMH MoOKa3aTeled aHTUKapIUAIbHBIX AT ypOBeHb AT K aHTUT€HAM
[JIAJKOM MYCKYJaTypbl, BOJIOKOH MPOBOJSIICH CHUCTEMBbl Cepla OKa3ajics JOCTOBEPHO BHIIIE Y

nanueHToB ¢ MuokapauToM (Pucynok 3.14). ATTMK 1:160 [1:80; 1:160] vs 1:80 [1:80; 1:80], p=0,021;



91

ATBIIC 1:160 [1:160; 1:320] vs 1:80 [1:80; 1:160], p = 0,031. CpaBHeHue xe MearaH Mokazarenen

AH®, A1D, ATKMII HE BBISIBUIO TOCTOBEPHBIX pazinuunid B 00enx noarpymnmax: AH® 1:40 [0; 1:160]
vs 0 [0; 1:80], p=0,921; ATO 1:80 [1:40; 1:160] vs 1:80 [1:40; 1:160], p = 0,828, ATKMI] 1:80 [1:40-
1:80; 1:160] vs 1:80 [1:80; 1:80], p = 0,257.

Taoauna 3.20 — CpaBHeHMe KIMHUYECKHX U CTPYKTYPHBIX MOKa3aTe el H OCHOBHBIX KOHEYHbIX

TO4YeK y 00JbHBIX ¢ BapuanToM JIKMII B coueTannu ¢ MUOKApAUTOM U €3 Hero

Ipu3nak

HKM ¢ Mmuokapaurom

HKM 6e3 Muokapaura

CrarucTuyeckas
A0CTOBEPHOCTH

pasau4ui, p

Bcero OompHbIX, % oT obmero | 27 (55,1%) 22 (44,9%)

KoJIuecTBa OOJIBHBIX

My>xuunsl, % 66,7 63,6 0,825
Kenmunsr, % 333 36,4 0,825
Bospacrt, ronst 48,7+ 14,8 50,9+ 15,7 0,635
OxoKI-napamemput:

KAP JIXK, cm 6,4+0,8 6,6 +0,8 0,582
KAO JIX, mn 187,5[158,3;209,3] 181,0 [144,0; 246,5] 0,764
KCO JIX, mn 122,0[102,8; 155,5] 120,0 [89,0; 152,0] 0,806
OB JDK,% 32,1+£99 33,7+ 11,8 0,596
OB menee 35% 66,7 59,1 0,584
dp/dt, MM pr.cT./C 801,5 + 2384 648,5 +231,3 0,127
VTI, cm 11,8+4,8 11,4+29 0,815
Tommuaa MXKII, MM 10,0 [8,0; 10,0] 10,0 [8,0; 12,0] 0,402
JIII, cm 4,6 +0,7 48+1,8 0,606
JIII, Mt 109,2 = 37,7 111,0+42,6 0,874
IIT, mn 83,0 [63,0; 95,0] 52,0 [47,5; 94,0] 0,312
IDK, cm 3,0 [2,5; 3,5] 3,0 [2,6; 3,6] 0,526
CIJIA, MM pr.cT. 39,9+ 17,7 34,4+ 15,0 0,335
E/A 2,20[1,09; 2,70] 0,75 [0,60; 1,40] 0,014
MuTtpanbHasi perypruraunus, cT. 2,0 [1,0; 3,0] 2,0 [1,0; 2,0] 0,233
Tpukycnugansnas peryprutanus, ct. | 1,0 [0,5; 1,5] 1,0 [0,75; 1,5] 0,811
OKI -npusnaku:

Hepmocrarounoe Hapacranue 3yb6ma | 38,5 26,3 0,526
R,%

Huskuit BonpTaxk komiuiekcoB Ha | 11,1 0 0,251
OKT, %

[IpomomxurensHOoCcTh QRS, Mc 110 [100;132,5] 100 [87,5;132,5] 0,470

Knunuueckas Kapmuna.

XCH, %

100

100
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Pucynok 3.14. CrieKTp TUTPOB aHTHKAPAMAJBHBIX aHTHTEJ y 00abHbIX ¢ HKM 1 Mmuokapaurom

u 0e3 Hero B moarpynmne nanueHTos ¢ JJKMII

B cBs3u ¢ Tem, uTo cnenyronmii kimHudeckuit BapuanT HKM nenukom npezacraBieH 60IbHBIME

C OCprIM/HOI[OCTpBIM MHUOKapAUTOM, HepeﬁﬂéM K CpaBHCHHIO MAIUCHTOB B MOCJICAHCM KIMHUYCCKOM

HEM ¢ mHoKapauTom

Cramus XCH IIA [1IA;IIB] IIA [1IA;IIB] 0,607
OK XCH 3,0 [2,0; 3,0] 2,0[2,0; 3,0] 0,453
KD 6onee 500/cyTku, % 51,9 40,9 0,567
Heycrottunsas/ycroitausas XKXT, % 66,7 27,3 0,010
MA (mro0ast hopma), % 44,4 27,3 0,248
CCCY, % 7,4 4,8 1,00
AB-6mnokana, % 11,1 0 0,246
ITBJIHIIT, % 33,3 22,7 0,414
Crenokapaus (1-3 ®K), % 25,9 22,7 1,000
BryTtpucepaeunsiit pom603, % 18,5 18,2 0,976
Tpom603 1 smO0IHIH, % 25,9 22,7 0,796
Wmmnanramus K11, % 55,6 9,1 0,001
Wudapkr (Hexpo3) MUOKapaa 11,1 18,2 0,685
Hcxoouv:
Ormpasaannsle mwoku UK/, % 26,7 0 1,000
CwmepTts, % 18,5 4.5 0,204
Tpancrmnanrauus, % 7,4 0 0,495
CmepTh+ 259 4.5 0,059
Tpancnnanranus, %
M AHD
Hars
O arkmy,
M ATk
I O ATBNC

Bapuante — HKM B coueranuu ¢ npyrumu kapauomuonatusmu (Tadmmma 3.21).

B »TOM BapuaHTe JOCTOBEPHO Pa3InyaliuCh dXOKapauorpadhudeckue oKa3aTeNu: y MaieHTOB ¢

muokapautom Obutn 6ombiie KIP (5,9 cm vs 5,4 cm, p = 0,04), KIIO (131,9 vs 95,1, p = 0,024), KCO
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(83,7 vs 56,9, p = 0,029), uuxe 6b1a OB (35,7 vs 46,7, p = 0,04); Tommuua MXKII Obuia Gonbie y
nanuenToB 0e3 muokapauta (10,0 vs 14,0, p = 0,025), uTo 00yCIOBIEHO TE€M, YTO TOJIBKO y OJTHOTO M3
9 manmentoB ¢ 'KMII B 1aHHOM KJIMHMYECKOM BapUaHTE JUAarHOCTUPOBAH MUOKapAMT. JlocTOBEpHOi
pazuuisl B yactore XCH, HapymieHuit putmMa, TpoMO0IMOOINYECKUX OCIIOKHEHH BBISIBJICHO HE OBLIIO;
omnpapnanHble cpabareiBanus MKJI cpeau OOMBHBIX ¢ MHOKApAMTOM BeTpedanuch vame (85,7% vs
14,3%, p = 0,029), npyrue HeOIaronpusaTHbIE UCXOIbl HAOMIOAATUCH ¢ OAMHAKOBOW yacToToil. Ilpu

aHaJM3€ CIIEKTPa TUTPOB aHTHUKAPAUAIBHBIX AT JTOCTOBEPHBIX pa3uunii He BhIsiBIIeHO (PucyHok 3.15).

Ta6anna 3.21 — CpaBHeHHe KIMHHYECKHX, CTPYKTYPHBIX NOKa3aTeJieil 1 OCHOBHBIX KOHEYHBIX

To4ek y 60iabHbIX ¢ HKM u gpyrumu KMII B coueTannu ¢ MHOKApIMTOM U 0e3 Hero

Ipuznak HKM ¢ MuokapauTom HKM 0e3 CratucTndeckast

MHOKapAUTA JAOCTOBEPHOCTH
pazauyuii, p

Bcero 6ompHBIX, % oT obmero | 15 (51,7%) 14 (48,3%)

KOJIM4eCTBA 0O0JIBHBIX B

HOATPYIIIE

My>xuunsl, % 53,3 429 0,573

Kenmunsr, % 46,7 57,1 0,573

Bospacr, ronet 42,1+12,2 42,2+ 16,5 0,978

OxoKI-napamemput:

KAP JIXK, cm 59+0,5 54+0,9 0,040

KAO JIX, mn 131,9+£39,8 95,1 £41,5 0,024

KCO JIK, mn 83,7+ 28,9 56,9 +32,6 0,029

OB JIK,% 35,7+ 13,8 46,7+ 13,5 0,040

®B menee 35% 40,0 14,3 0,215

dp/dt, mm pr.cT./C 649,0 [350,0; 926,0] 986,5[920,8;1122,0] | 0,073

VTI, cm 12,5 [8,5; 13,8] 15,4 [9,7;19,5] 0,304

Tommuaa MXKII, MM 10,0 [8,0; 11,0] 14,0 [9,0; 17,5] 0,025

JIII, cm 44412 4,7+0,8 0,566

JIII, Mt 86,7+31,6 117,5+49,4 0,056

IIT, mn 58,0 [43,0; 74,0] 60,0 [45,5; 101,5] 0,786

IDK, cm 34+0,8 29+0,8 0,117

CJIJIA, MM pT.CT. 34,1+ 154 49,5+ 26,9 0,146

E/A 1,8+0,8 2,0+0,9 0,630

MuTtpanbHasi perypruTanus, CT. 1,0 [1,0; 1,0] 1,0 [1,0; 2,0] 0,533

Tpukycrmpganbras peryprutamus, | 1,0 [0,5; 2,0] 1,0 [0,5; 1,0] 0,561

CT.

OKI -npusnaku:

HenocraTtounoe Hapactanue | 40,0 38,5 1,000

3youa R,%
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Huskwnii BoapTak KOMILIEKCOB Ha | 26,7 15,4 0,655
OKT, %

[IponomxurensHocth QRS, mMc 120 [100; 160] 110 [100;155] 0,235
Knunuveckas xapmuna:

XCH, % 86,7 78,6 0,651
Cragus XCH ITA [IIA;IIB] ITA [I-TTA;ITA] 0,201
OK XCH 2,0[1,0-2,0;3,0] 2,0[0,75; 2,25] 0,377
XKD 6omee 500/cyTkn, % 80,0 57,1 0,245
Heycr./yct. XT, % 73,3 64,3 0,700
MA (mro6ast popma), % 33,3 42,9 0,710
CCCY, % 6,7 7,1 1,00
AB-6nokana, % 40,0 7,1 0,080
ITBJIHIIT, % 13,3 28,6 0,390
Crenokapaus (1-3 ®K), % 13,3 14,3 1,0
BryTtpucepaeunsiit pom603, % 20,0 14,3 1,0
Omooauu, % 13,3 7,1 1,0
Tpom603 u s3mO01IMH, % 20,0 14,3 1,0
Nmmnanranus K1, % 46,7 50,0 0,858
Wudapkr (Hexpo3) MUOKapaa 0 21,4 0,100
Hcxoouv:

Ormpasaannsle mwoku UK/, % 85,7 14,3 0,029
CwmepTts, % 333 14,3 0,390
Tpancmnanrauus, % 20,0 7,1 0,598
CmepTh+ 40,0 21,4 0,427
Tpancnnanranus, %
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Pucynok 3.15. CriekTp TUTPOB aHTUKAPAUAJbHBIX AHTUTE Y 00bHBIX ¢ HKM u Muokapaurom

u 0e3 Hero B moArpynmne nanueHToB ¢ Apyrumu KMII
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3.4.3 CpaBHeHHe CTPYKTYPHO-(pyHKIIMOHAJIBHBIX, KJIMHUYECKHUX NT0OKAa3aTeJ e M OCHOBHBIX

KOHEYHbIX TOYeK MexK1y 00JbHbIMHA ¢ MUOKapauToM rpynnsl HKM u rpynnst II'T

Yactora oOHapyxenus muokapauta B rpynne HKM u B rpynme IIT oxa3zamace moutu
onuHakoBoi (54,4% vs 60,0%, p = 0,516). BeisBieHbI clenyroniye CTaTUCTHYECKUA JTOCTOBEPHBIC
paznmuuus: y 60sbHBIX ¢ MUOKapauToM B rpynie HKM Gonbinm okazancs pazmep IDK (3,1 vs 2,7, p =
0,036), garie BcTpeyanock HEJOCTaTOUYHOE HapacTaHue 3yo1a R B mpaBbIX rpyqHbIX oTBeneHusX (42,4%
vs 14,8, p = 0,015), Takxe 3TH OOJIbHBIE Yallle UMeTU HeycTolunByto/ycroiunByto XKT (63,2 vs 40,7,
p =0,046) u 6onpIeMy uncay 00IbHBIX ycTaHoBIeHBI MK/,

Kpowme toro, B rpymnmne HKM Beitie Ob1a 4acToTa HEOIATOMPHUSITHBIX HCXOJ0B (CMEPTh, CMEPTh
+ TpaHcriaHTanus cepama, Taomuma 3.22). CpaBHEHHE TUTPOB AaHTHKAPAHAIBHBIX AT HE BBISBUIIO

JIOCTOBEPHBIX pa3Inunii B X ypoBHsX (PucyHnok 3.16).

Ta6anna 3.22 — CpaBHeHHe KIINMHHYECKHUX, CTPYKTYPHBIX NOKa3aTeJieil 1 OCHOBHBIX KOHEYHBIX

To4eK y 00jbHBbIX ¢ HKM u muokapauTom u 'y 00jbHbIX ¢ IIT 1 Muokapaurom

Hpuznak HKM ¢ Muoxapaurom IIT ¢ muokapauTom | CraTHcTHYecKas
JOCTOBEPHOCTD
pasamani

Bcero OompHBIX, % or obmero | 68 (54,4%) 27 (60%) 0,516

KOJIMYECTBA OOJIBHBIX B TPYIIIE

My>xuunsl, % 60,3 59,3 1,0

Kenmunsl, % 39,7 40,7 1,0

Bospacrt, ronst 44,9 + 13,8 47,1+ 14,6 0,484

IxoKT -napamempuol:

KIP JIK, cm 6,2+0,7 6,1 +1,0 0,648

K0 JIXK, mn 168,0 [120,0; 202,3] 151,0[108,0; 215,0] 0,767

KCO JIX, mn 100,0 [69,5; 137,0] 92,0 [46,0; 128,0] 0,394

DB JIX,% 34,8 +£13,0 39,7+ 16,7 0,134

@B menee 35% 55,2 40,7 0,256

dp/dt, MM pr.cT./C 781,0 [601,0; 909,0] 860,0 [568,0;873,0] | 0,822

VTI, cm 11,5+3,8 12,2+5,6 0,676

Tommuuaa MXII, mm 10,0 [8,0; 11,0] 9,0 [7,75; 11,0] 0,207

JII, em 45+0,8 4,4+0,9 0,715

JIT, M 95,0 [66,0; 119,0] 91,0 [60,0; 108,0] 0,267

11, M 72,5 [48,8; 90,0] 56,0 [45,8; 76,5] 0,084

ITK, cm 3,1+£0,7 2,7+0,8 0,036

CIJIA, MM pr.cT. 37,5+ 15,5 37,8+ 15,0 0,945

E/A 1,6 [1,1; 2,6] 1,6 [0,9; 2,0] 0,736
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MuTtpanbHasi peryprurauus, cT. 1,5[1,0; 2,0] 1,5[1,0; 2,0] 0,703
TpukycnuganbHas perypruTanusi, cT. 1,0 [0,5; 1,5] 1,0 [0; 1,0] 0,310
OKI -npusnaku:

Hepnocrarounoe napacranue 3youa R,% | 42,4 14,8 0,015
Huskuii BonbTaxx komriekcos Ha KT, % | 17,9 3,7 0,100
[IponomxurensHocth QRS, Mc 110 [100; 130] 110 [92,5; 127,5] 0,826
Knunuveckas xapmuna:

XCH, % 86,8 74,1 0,222
Cragus XCH ITA [IIA;IIB] 1IA [0; 1IB] 0,889
OK XCH 2,25[1,125; 3,0] 2,0 [0; 3,0] 0,360
XKD 6omee 500/cyTku, % 51,5 44,4 0,650
HeycroitunBas/ycroitausas XT, % 63,2 40,7 0,046
MA (mro0ast popma), % 32,4 18,5 0,214
CCCY, % 8,8 0 0,179
AB 6noxkana, % 16,2 25,9 0,384
ITBJIHIIT, % 20,6 11,1 0,379
Crenokapaus (1-3 ®K), % 16,2 7.4 0,337
BryTtpucepaeunsiit pom603, % 22,1 18,5 0,787
Tpom603 u s3mO01HH, % 26,5 18,5 0,596
Wmmnanranus K, % 37,3 14,8 0,047
Wudapkr (Hexpo3) MUOKapaa 13,2 3,7 0,273
Hcxoouv:

Ompasaannsle mwoku UK/, % 44,0 20,0 0,622
CwmepTts, % 22,1 3,7 0,035
Tpancrmnanrauus, % 8,8 3,7 0,669
CmepTh+ 27,9 7,4 0,031
Tpancmnanranus, %
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Pucynok 3.16. CrieKTp TUTPOB aHTUKAPAUAJIbHBIX AHTUTEJ Y 00JIbHBIX ¢ MUOKAPAUTOM B

rpynne HKM u rpynme IIT
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[Tpu cpaBHEeHMH OOJIBHBIX ¢ MUOKapAuTOM U 0e3 Hero B rpynne HKM crano oueBuaHbIM, YTO
MUOKApJUT CYIIECTBEHHO yTshkenser TeueHne HKM, momywyeHa nocrtoBepHas pa3HHIIA B 4YaCTOTE
pasButuss XCH u KT, moctoBepHo xyke ObuTM mokazarenu o0bémMoB JDK m cuctonmmueckon u
nuacronuueckoit pynkunu JIXK, 60nbpHbIE ¢ MUOKapAUTOM YMUPAJIH yalle (o gpoOHbIi aHAINU3 HCXO0B
3a0oseBaHus OyeT IPECTaBICH B TIOCIEIHEM pa3/ieie JaHHOM IIaBbl).

Jlanee Mbl cpaBHMIIM M@Ky cO00M O0NBHBIX ¢ MuOKapauToM 3 rpynnsl HKM u rpynmer T1T.
beuno BeisiBiaeHO, uTo OonbHBIE ¢ HKM wame nmenu XT, um yame ycranaBmuBanum WK]I, taxxe
JIOCTOBEPHO BBIIIE ObLIAa YaCTOTA HEOIArONMPUATHBIX UCXOA0B (CMEPTh, CMEPTh+ TPAHCILIAHTALIHS).

OOHapykeHHe TeHOMa KapJUOTPONHBIX BHUPYCOB B MHOKapjAe He OBLJIO acCOIMMPOBAHO C
JIOCTOBEPHO 00Jiee BBHICOKOW JIETATIbHOCTHIO — CPEAH MAlMEHTOB C BUPYC-MO3UTUBHBIM MHOKAPAUTOM
ymepio 5 yenoBek (45,5%), cpeau mauueHToB ¢ MOP(OIOrHYecKH MOATBEPKIAEHHBIM MUOKApAUTOM
0e3 BUpycHOro reHoma B Muokapae ymepio tpoe (30,0%, p = 0,659), TpaHcruianTamus cepama
IpOBE/IeHa TBOUM BHPYC-TIO3UTUBHBIM O MHOKapay 6onbHbM (18,2% vs 0, p = 0,476). Onnako npu
CPaBHEHHMH BHUPYC-TIO3UTUBHBIX 110 KPOBU W/WIIM MUOKAp.y MalMEHTOB C MallMeHTaMu 0e3 BUPYCHOIO
reHoMa B KpPOBM W/WJM MHUOKap/e ObUTM BBISBICHBl CTAaTUCTHYECKH JOCTOBEPHBIE DA3JIUYUS B
CYMMapHOM I0Ka3artese «cMepTh + TpancmianTanus» (43,5% vs 19,6%, p = 0,048).

[IposiBnennss HKM u MuokapauTa BO MHOTOM OYE€Hb CXOKH, U JJIS1 TOTO, YTOOBI HUBEIUPOBATH
BIMSIHUE MHUOKapHUTa, Mbl CpaBHHJIM OOJbHBIX Oe3 muokapauta B rpynne HKM u B rpymme IIT
(Tabmuma 3.23). He mns Bcex mokaszaTenei, JUisl KOTOPBIX Oblila BBISBJICHA JOCTOBEPHAS pa3HUIIA TTPH
ananmu3se Bcel rpynmel HKM u Beelt rpynmst [T [HegocTarouHoe HapacTanue 3y01ia R, HU3KUiA BOJIbTax
komriekcoB QRS, yacrora nndapkra (Hekpo3a) Muokapaa, yactora u Tsokectb XCH], MbI omydunu
JIOCTOBEPHBIE pa3INuus MpU aHaau3e O0JIbHBIX 0e3 MuokapauTa. boapHble 03 MUOKapAuTa B TpyIax
HaOIOZICHUS HE OTINYIUCh Mex Iy coooit Hu 1o DKI -npusnakam, Hu mo DxoKI -nmapameTrpam, gactora
KEIyJAOYKOBBIX HApyIIEHUH pUTMa U TPOMOOIMOOIMYECKUX OCIONKHEHHM Takke He JIOCTHIJIa
JIOCTOBEPHBIX pa3nuunii. Biu3koii k JocToBepHO# ObUIa pa3HHIIA B YaCTOTE HEKpo3a MUOKapaa. Yacrora
pasButus (78,9% vs 38,9%, p = 0,003) u Tsxects XCH (cragus A [I; [TIA] vs 0 [0; IIA], p = 0,011;
®K mo NYHA 2,0 [1,0; 3,0] vs 0 [0; 2,5] p = 0,018) 6s1111 mocToBepHO Bbime y 60mbHBIX ¢ HKM (OP =
2,03, %95 11 1,12 - 3,67).
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Ta6anna 3.23 — CpaBHeHHe KINMHUYECKHX, CTPYKTYPHBIX NOKa3aTeJieil 1 OCHOBHBIX KOHEYHBIX

TOYeK y 00JbHBIX 0€3 conyTcTBYIOIEero muokapaura B rpynne HKM u rpynmne II'T

Hpuznak HKM 0e3 IIT 0e3 MmuokapauTa CratucTnyeckas
MHOKapAHTa J0CTOBEPHOCTD
pasauumii, p
Bcero GompHbIX, % or oOumero | 57 (45,6%) 18 (40%) 0,6
KoJIuecTBa OOJIBHBIX B TPYIIIIE
My>xuunsl, % 57,9 61,1 1,0
Kenmunsr, % 421 38,9 1,0
Bospacrt, romast 44,0 [34,0; 63,5] 37,0 [23,3; 55,3] 0,057
IxoKT -napamempuol.
KIP JIK, cm 59+0,9 57+1,1 0,468
K0 JIXK, mn 144,8 + 63,5 135,9 + 60,8 0,620
KCO JIX, mn 88,8 +£49,6 72,7+524 0,268
OB JDK,% 43,1+ 13,9 50,1 +18,1 0,096
OB menee 35% 29,8 23,5 0,763
dp/dt, MM pr.cT./C 699,0 [535,0; 956,0] 826,0 [757,0; -] 0,586
VTI, cm 11,0 [8,8; 14,7] 12,7[9,4; 15,4] 0,907
Tommuaa MXKII, MM 10,0 [8,0; 12,0] 10,0 [9,0; 11,8] 0,534
JII, em 4,0 [3,5; 5,1] 4,1[3,6;5,2] 0,934
JIT, Mn 81,0 [63,5; 129,5] 80,0 [51,0; 118,0] 0,237
11, mn 54,0 [45,0; 85,5] 55,0 [37,0; 64,0] 0,256
ITK, cm 2,8 [2,4;3,2] 2,812,2; 3,3] 0,717
CIJIA, MM pr.cT. 25,0 [20,0; 40,0] 33,0 [30,0; 54,0] 0,171
E/A 1,27 [0,7; 1,8] 1,4 [1,1; 1,9] 0,386
MuTtpanbHasi peryprurauus, cT. 1,0 [0,5; 2,0] 0,5[0; 2,25] 0,303
TpukycnuganbHas perypruTanusi, cT. 1,0 [0,5; 1,0] 0,3 [0; 1,0] 0,013
OKI -npusnaku:
Henocrarounoe Hapacranue 3youa R,% | 26,4 17,6 0,536
Huskuit Bosmbraxk komruiekcos Ha OKI, | 7,4 0 0,566
%
[IpomomxurensHOoCcTh QRS, Mc 100 [90; 127] 100 [90; 105] 0,289
Knunuueckasn xapmuna:
XCH, % 78,9 38,9 0,003
Cramus XCH IIA [I; TIA] 0 [0; ITA] 0,011
OK XCH 2,0 [1,0; 3,0] 0[0; 2,5] 0,018
XKD 6omee 500/cyTku, % 42,1 27,8 0,406
Heycr./yct. XT, % 35,1 33,3 1,0
MA (;r00as popma), % 28,1 16,7 0,535
CCCY, % 12,5 5,6 0,670
AB-0nokana, % 12,5 11,1 1,0
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IBJIHIIT, % 17,5 0 0,105
Crenokapaus (1-3 ©K), % 24,6 5,6 0,099
BuyTtpucepaeunsiit Tpom603, % 17,5 5,6 0,279
Tpom603 u s3mO01HH, % 21,1 5,6 0,169
Nmmnanranus K1, % 21,1 16,7 1,000
Wudapkr (Hexpo3) MUOKapaa 19,3 0 0,056
Hcxoouv:

Omnpasnannsie moku UK, % 16,7 0 0,509
CwmepTts, % 5.3 0 1,000
Tpancmnanranus, % 1,8 5,6 0,425
CmepTh+ 7,0 5,6 1,000
Tpancmnanranus, %

dkokok

TakuMm 00pa3oM, cpaBHUTENbHBIN aHaIN3 OOJIbHBIX C MUOKApJIUTOM U 0€3 Hero BHYTPH IPYIIIbI
HKM BbIsBUI fOCTOBEPHBIE pa3nuuus Mexxy HUMU. [locroBepHo paznuyanuck OxXoKI'-nmapamerpsr —y
00JBHBIX ¢ MUOKapauToM ObLT Oobie ypoBeHb KJ1O (168,0 vs 134,5, p=0,043), KCO (100,0 vs 81,0,
p = 0,030), amxe ®B (34,8 vs 43,1, p = 0,001), Beime E/A (1,6 vs 1,3, p = 0,046), BbIlIIe TPOLICHT
nanuenToB, nMeBmmx OB Hiwke 35% (55,2 vs 29,8%, p = 0,006). Paznuumii B yactore pazputus XCH
He ObLI0, OHAKO Yy OONBHBIX ¢ MUOKapauToM Bhitie 0biH €€ ctaaus (ITA [ITA;IIB] vs IIA [I; TA]
p=0,011) u ®K (2,25 [1,125; 3,0] vs 2,0 [1,0; 3,0], p = 0,029); BbI1111€ ObL1a yacToTa KT (63,2 vs 35,1%,
p=0,002, OP 1,84, 95% AU 1,24 — 2,74), neransHoro ucxoxaa (22,1 vs 5,3, p=0,010), OP =4,19, 95%
JAU: 1,27 — 13,75. Takum 00pa3om, OUYEBUIHO, YTO MHOKAPAUT OKA3bIBAET CYIIECTBEHHOE BIIMSHUE Ha

Te4eHue 3a00JieBaHuUs, OJTHAKO Oosiee MOoAPOOHO ero BIUSHUE HA MCXOIbI MBI pa3doepéM B maparpade

3.6.2.

3.5. Biunsinue 0TCPOYE€HHOI0 HAKOIJIEHUS] KOHTPACTHOI0 BelleCTBA HA TeYeHHE U UCXO/bI B

rpynne HKM

B psane uccrnemoBaHMil ObUIO IMOKA3aHO BIMSHUE OTCPOYCHHOTO HAKOIJICHUS TAIOJMHUS B
muokapae (late gadolinium enhamcement, LGE) Ha cocrostHue cuctonuyeckoi (pyHKIIMM MHOKapia U
ucxonbl y maruentoB ¢ HKM [122,131,152,157]. PaGoT, mOCBAMIEHHBIX OIEHKE PACTIPOCTPAHCHUS
OTCPOYCHHOTO HaKOIJIeHUs KoHTpacTHOTO npemnapara npu BeimojgHennn MCKT (LE) y marueHnToB ¢
HKM, B nureparype He BcTpeTmsock. HakomjeHue KOHTpPAcTHOIO Mpemnapara B MHOKAapAe IpH

nposeaeann MPT (LGE) nwiu MCKT (LE) MokeT npoucxoJuTh B o4arax HEKpo3a, BOCIAJICHUS WU
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¢ubpoza. OCHOBHBIM MEXaHU3MOM JAHHOTO (EHOMEHA SBISETCS BHEKJIECTOYHOE HAKOIUICHUE
KOHTPACTHOT'O IIpernapara B YBEJIMYEHHBIX BHEKJIETOYHBIX IPOCTPAHCTBAX OYaroB HEKpoO3a M OTEKa,
au00 HapyIICHHWE €ro AIMMHUHAIMK U3 30H (Gubpo3a, 1ub0 coderanue >Tux (akropoB [7]. DTum
OOBSICHAETCS BBICOKAs 4YacTOTa BBIABICHUS MHOKapauTa y OonbHbIX ¢ LGE wmmm LE, xoropsiit

3arpynuser aHanus BnusHus LGE umu LE Ha Teuenune cooctBenno HKM.

3.5.1. OueHka cBSI3H OTCPOYEHHOI0 HAKOIIEHUSI KOHTpacTHOro Bemecrsa npu MPT ¢

0CO0EHHOCTSIMM KJIMHUYECKHUX NMPosiBJeHnH u ucxogamu B rpynne HKM

MPT cepauna 6buto mpoBeneHo 48,8% mnanuentoB rpynnsl HKM (n = 61), y 54 manueHToB — ¢
KoHTpactupoBanueM. LGE paznuuHoil nokanu3zanuu (cyOsmuKapIualbHOe, HHTPAMHOKapIUaIbHOE,
cyOsHAOKapAHAbHOE, TPAHCMYpPaJbHOE) BBIBICHO Yy 66,6% u3 Hux. CpaBHUTENbHBIN aHAU3

nanueHToB ¢ BeisiBieHHBIM LGE u 6e3 Hero npencrasiien B Tabnuie 3.24.

Ta6aunna 3.24 — CpaBHeHHe KIINMHHUYECKHUX, CTPYKTYPHBIX NOKa3aTeJieil 1 OCHOBHBIX KOHEYHBIX

To4eK y 00JbHBIX ¢ LGE 1 0e3 Hero B rpynne HKM

IIpusznax Hanuune LGE Otcyrcreue LGE Cratucruyeckas
J0CTOBEPHOCTD
pasau4ui, p
Bcero  0ONBHBIX, oT obmero | 36 (66,7) 18 (33,3)
KonuyecTBa BbIMONHEHHBIXx MPT ¢
ouenkoit LGE
My>xuunsl, % 61,1 44 4 0,264
Kenmunsl, % 38,9 55,6 0,264
Bospacr, roast 39,0 [32,0; 53,0] 41,0 [32,2; 60,5] 0,607
IxoKT -napamempul:
KIP JIXK, cm 6,0+£0,8 6,0+0,9 0,996
KIO JIX, mn 152,0 £ 60,9 168,3 + 63,8 0,394
KCO JIK, mn 96,2 £ 51,4 99,6 + 44,8 0,827
OB JDK,% 37,3+ 13,6 40,0 + 15,0 0,521
OB menee 35%, % 41,7 41,2 1,0
dp/dt, Mmm pT.cT./C 814,3 +285,2 600,8 +£217,6 0,136
VTI, cm 11,6 3,6 9,5+1,7 0,214
Tonmunra MXKITI, mm 10,2 +£2,8 9,6 2,6 0,425
JII, em 45+1,0 4,0+0,8 0,167
JIT, M 97,4+37,1 96,6 + 39,1 0,947
11, mn 66,0 [49,0; 89,0] 51,0 [44.0; 79,0] 0,361
ITK, cm 3,0 [2,6; 3,5] 2,5(2,1;3,4] 0,045
CIJIA, MM pr.cT. 36,2+ 15,6 31,1+ 10,8 0,325
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E/A 1,8+0,7 1,7+1,2 0,824
MuTtpanbHasi peryprurauus, cT. 1,0 [1,0; 2,0] 1,5[1,0; 2,0] 0,843
TpukycnuganbHas perypruTanusi, cT. 1,0 [0,5; 1,0] 1,0 [0,5; 1,5] 0,704
OKI -npusnaku:

Henocrartounoe Hapacranue 3youa R,% 37,1 40,0 1,0
Huskuii BonbTaxx komriekcoB Ha OKI, % | 11,4 12,5 1,0
[IponomxurensHocth QRS, mMc 110 [100; 140] 100 [100; 155] 0,410
Knunuueckasn kapmuna:

XCH, % 83,3 66,7 0,184
Cragus XCH 2,0[1,25;2,5] 2,0 [0;3,0] 0,501
OK XCH 2,0[1,25;3,0] 2,0 [0;3,0] 0,259
XKD 6onee 500/cyTku, % 41,7 50,0 0,577
Heycr./yct. XT, % 66,7% 44, 4% 0,148
MA (mro6ast popma), % 33,3 11,1 0,106
CCCY, % 13,9 0 0,163
AB 6noxkana, % 19,4 0 0,082
ITBJIHIIT, % 19,4 33,3 0,319
Crenokapaus (1-3 ®K), % 8,3 16,7 0,388
BuyTtpucepaeunsiit Tpom603, % 333 5,6 0,040
DOmboun, % 13,9 5,6 0,651
Tpom603 u s3mO0sIMH, % 36,1 11,1 0,062
Muoxapnaur, % 75,0 333 0,007
Wudapkr (Hexpo3) MHUOKapaa 19,4 5,6 0,245
Hcxoouv:

Ormpasaannsle mwoku UK/, % 30,8 333 1,0
CwmepTts, % 13,9 11,1 1,0
Tpancrmnanrauus, % 13,9 0 0,157
CmepTh+ 22,2 11,1 0,466
Tpancmnanranus, %

VY namuenToB ¢ BeisiBIeHHBIM LGE nocToBepHO balie BBIABISUICS BHYTPHCEPICYHBIM TPoMOO3
(33,3% vs 5,6%, p=0,04), cratuctuuecku paznuyanuck pazmeps! [DK (3,0 vs 2,5, p=0,045). 3HaunmbIx
pa3IUy4Mii B 4aCTOTE HEOIArOMPHUATHBIX UCXOI0B HE BBISBIICHO.

Amnanus cBa3u Hamnuus LGE ¢ tsoxectsio Teuenuss HKM 3atpynnsercs tem, uto 'y 75% (n = 27)
cpenu manueHToB ¢ BbIsiBIeHHBIM LGE naumarnoctupoBan MuokapauT. MuokapauT MOpQOJIOrHIecKr
BepuduimpoBan y 33,3% (n = 9), y ocranbubix 66,7% (n = 18) nuarHocTupoBaH Ha OCHOBaHHUHU

aJIropuTMa HEWHBAa3UBHOM JUAarHOCTHUKH. Taxkum 06pa30M, TOYHO YCTAHOBUTH NPHUYNHY BBISIBJICHUA
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LGE B kaxJI0oM KOHKPETHOM cllydae (BOCHAIUTENBHBIN MPOIECC B MHUOKApIe WIM caM 1o cebe

HEKOMITAaKTHBIN CJION) 3aTPYIHUTEIHHO.

3.5.2. OueHka cBsI3H OTCPOYEHHOI0 HAKOIUIeHUsI KOHTpacTHOro BemecTtsa nmpu MCKT ¢

0COOCHHOCTSIMHU KJIMHMYECKHMX NPOsiBJIeHUH 1 ucxonamu B rpynne HKM

MCKT cepana 6suto mpoBeneHo 71,2% mnarmuento rpymmnsl HKM (n = 89). V 62 u3 Hux
MPOBOJIUJIACH OIICHKAa OTCPOYEHHOTO HaKorieHusi koHTpacTHoro BemiectBa (LE) B mmokapnme. LE
pa3uuHOM JIoKanu3anuu  (CyOsmuKapauaibHOe, HMHTPaMHUOKAapIuadbHOE, CYyOdHIOKapauaIbHOE,
TPaHCMYpPaJIbHOE) BBISIBIIEHO Y 56,5% 1n3 HuX. CpaBHUTEIBHBIM aHAIN3 MMALIMEHTOB C BbIsABICHHBIM LE

u Oe3 Hero npencTasiieH B Tabmure 3.25.

Taoauna 3.25 — CpaBHeHHe KIMHUYECKHUX, CTPYKTYPHBIX MOKAa3aTejeil 1 0CHOBHBIX KOHEYHbIX

To4eK y 00/bHBIX ¢ LE n 6e3 Hero B rpynne HKM

Ipu3nak Hannuue LE OtcyrerBue LE CraTucTuyeckas
A0CTOBEPHOCTh PA3JIHYHIi,

Bcero OompHBIX, % oOT | 35(56,5) 27 (43.5) .

o0miero KOJNYECTBA

BeimonHEHHBIX ~ MPT ¢

onenkoit LGE

My>xuunsl, % 60,0 59,3 1,0

Kenmunsr, % 40,0 40,7 1,0

Bospacr, ronet 44,6 + 14,0 449+ 15,0 0,916

OxoKI-napamempul:

KAP JIX, cm 6,2+0,8 6,0+0,9 0,248

KAO JIX, mn 172,0 [126,2;201,2] 146,0 [100,0; 194,0] 0,122

KCO JIK, mn 119,1 £ 69,9 93,4+45,3 0,108

OB JDK,% 32,4+12,0 40,0+ 11,9 0,016

OB menee 35%, % 65,7 33,3 0,020

dp/dt, Mmm pT.cT./C 803,5[613,0; 874,7] 770,0 [627,0; 919,0] 0,870

VTIL, cm 11,6 £4,0 132+34 0,271

Tonmmaa MXKII, mm 10,0 [8,0; 11,0] 10,0 [8,0; 11,0] 0,375

JIII, em 4,6 +0,8 42+1,0 0,173

JIIT, M 107,2+32,9 96,9 + 40,4 0,283

II1, M 79,0 [61,0; 90,0] 56,0 [47,0; 92,0] 0,176

ITK, cm 3,1+£0,7 3,1+£0,8 0,972

CIUIA, MM pr.CT. 38,0 [26,5; 47,5] 28,5 [20,0; 37,2] 0,076

E/A 2,24+0,9 1,2+0,6 0,001

MuTtpanbHasi perypruraunus, cT. 1,5[1,0; 2,5] 1,5[1,0; 2,0] 0,273
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TpukycnuganbHas perypruTanusi, cr. 1,0 [0,5; 2,0] 1,0 [0,5; 1,5] 0,855
OKI -npusnaku:

Henocratounoe Hapacranue 3youa R,% 52,9 29,6 0,076
Huskwuii BonbTaxk komruiekcos Ha KT, % | 17,1 7,4 0,447
[IponomxurensHocth QRS, mMc 110 [100; 127] 100 [90; 122] 0,141
Knunuveckas xapmuna:

XCH, % 94,3 88,9 0,645
Cramus XCH 2,0[2,0; 2,5] 2,0[1,0;2,5] 0,784
OK XCH 3,0 [2,0; 3,0] 2,0[1,0; 3,0] 0,068
XKD 6omee 500/cyTkn, % 48,6 25,9 0,114
HeycroituuBas/ycroitauBast KT, % 68,6% 29, 6% 0,004
MA (mro0ast popma), % 42,9 44,4 0,901
CCCY, % 11,4 7,4 0,689
AB 6noxkana, % 20,0 3,7 0,123
ITBJIHIIT, % 20,0 11,1 0,491
Crenokapaus (1-3 ®K), % 17,1 11,1 0,719
BryTtpucepaeunsiit pom603, % 25,7 18,5 0,555
Omooauu, % 11,4 3,7 0,376
Tpom603 u s3mO01UH, % 31,4 18,5 0,381
Muoxapaur, % 91,4 44 .4 <0,001
Wudapkr (Hexpo3) MUOKapaa 17,1 0 0,031
Hcxoouv:

Ormpasaannsle mwoku UK/, % 35,3 25,0 1,0
CwmepTts, % 22,9 7,4 0,164
Tpancmnanrauus, % 11,4 0 0,125
CmepTh+ 31,4 7,4 0,028
Tpancrmnanranus, %

VY naruenToB ¢ BesiBNeHHBIM LE cratuctudecku menbine 6pima ©B JIXK (32,4% vs 40,0%, p = 0,016),
yamie Habmoganmch @B menee 35% (65,7 vs 33,3, p=0,02), XKT (68,6% vs 29,6%, p = 0,004) u HEKpo3
muokapna (17,1% vs 0, p = 0,031), Takke cTaTUCTUYECKH yallle HabJo1anach CyMMapHas KOHEYHas
TOYKa — CMepTh + TpaHcnanTtauus cepaua (31,4% vs 7,4%, p = 0,028). IIpu orieHKE OTHOCUTEIBHOTO
pHUCKa HACTYTUICHUSI CYMMapHON KOHEYHON TOYKH CMEPTH + TPAaHCIUIAHTALUS OBUIO MOJIyYeHO 3HAYCHUE
OP =42 %95 11 1,0 — 17,6, cnenoBarenbHo BhisiBienue LE mpu MCKT Hens3st Ha3BaTh (hakTopom
pHUCKa HACTYIUJICHHS HEOIarompusTHOTO UCXOIA.

Amnanu3 cBsi3u Hanumuud LE ¢ Tsoxectbio Teuenus HKM, kak u B ciiyuae ¢ LGE, 3atpynssiercs tem,

yto y 91,4% (n = 32) cpeau nanueHToB ¢ BbisiBIeHHBIM LE nuarnoctupoBan Muokapant. Muokapaut
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Mopdonoruuecku Bepudunupoan y 37,5% w3z Hux (n = 12), y ocrampHbIXx 62,5% (n = 20)

AUAarHOCTUPOBAH Ha OCHOBAHUH aJITOpHUTMaA HEUHBAa3HUBHOU JHUAarHOCTHKH.

3.6. Jleuenne 0oabHbIx HKM B conocrasiiennu ¢ rpynmnoii 11T

B nmanHOM pasznene Mbl pacCMOTPUM CIHEKTP MEIUKAMEHTO3HOM KapAUOTPOIIHOW Tepanuu y
6onpHbIX Tpynnel HKM B conocraBnenuu ¢ rpynmnoii 1T, a Takxke MMMYHOCYIPECCUBHYIO TEpPAIHIO Y

OOJILHBIX C MHOKApJIUTOM B 00EUX TpyTIax.

3.6.1. CniekTp M 4acTOTAa HA3HAYECHUS] KAPAUOTPONHOM M1 HMMYHHOCYIIPECCHBHOM Tepanuy B

rpynne HKM u rpynmne IIT

BonpmmHCTBY ManueHToB 00erX TpyNNn Ha3HAYallach KapAUOTPOMHAs Tepanus. Mbl CpaBHUIH
YacTOTYy Ha3HAYCHHWs] HMHTHOUTOPOB aHTHOTEH3WH-TIpeBparmfaroniero ¢epmenrta (mAIlD), Oera-
anpeHoOnokaTtopoB (O6eta-Ab), auypetukoB (B OCHOBHOM JTa rpynma ObUla MpejcTaBicHa
dbypoceMHIOM, peKe TOPACEMHUIOM, NUAKApOOM, YpPErmTOM), CIUPOHOJIAKTOHA, AHTHUKOATYJISHTOB
(BapdapuH u HOBBIE niepopanbHble anTukoaryiasHT (HOAK), ammonapona y 6o0ibHbIX rpynmsl HKM
u rpynmsl [T (Tabauna 3.26, Pucynok 3.17). JloctoBepHbIe pa3iuynsl BBISBICHBI JIUITb B HA3HAYCHUN
anTukoaryystHToB (61,3 vs 52,3, p = 0,002) mpu OTCYTCTBUY 3HAUMMOU PA3HHIIBI B YACTOTE BBISBICHUS

MA/TII.

Taoauna 3.26 — YacTora Ha3HAYEHHUS] OCHOBHBIX KapPAMOTPOINHbIX NMPENapaToB y 00JbHBIX C

HKM u IIT

I'pynna npenaparos Boabubie c HKM, % BoJabnsbie ¢ IIT, CraTucTuueckas
% JI0CTOBEPHOCTh

pazanumid, p

uAll® 64,2 51,2 0,148
Oera-Ab 72,5 77,3 0,689
uAIl® + Gera-Ab 57,5 45,5 0,216
JIUYPETUKHU 44,0 37,8 1,000
CIIUPOHOJIAKTOH 51,3 233 0,370
aMHOIapOH 48.0 46,7 0,488

AHTUKOATYJISTHTBI 61,3 52,3 0,002
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Pucynok 3.17. YacToTa Ha3HaYeHHs OCHOBHBIX KapAHOTPONHBIX Npenapatos y 0oabHbix HKM

u IIT, * - ypoBens p mensuie 0,05.
IIprmmeganne. KonrdgecTBo OOIBHBIX, TOMYYAIONINX TOT WIM WHON Tpenapar, yKa3aHo B MIPOICHTAaX.

Tabauna 3.27 - YacToTa Ha3HAYEHHUS] OCHOBHBIX KAPAMOTPONHBIX MpPenaparon
U MMMYHOCYNIPECCUBHOI Tepanuu y 00JbHBIX ¢ PA3JIMYHbIMA KJIUHUYECKMMHU BAPHUAHTAMU
HKM u IIT JIK

Kannuyeckuii Beccummn- ApuUTMHU- HUBC JAKMII OcTpbrii/ CouyeTanue aT
BApHAHT TOMHBIH yecKkuii MOJ0CTPbIi ¢ IPYruMH
MHOKAPIUT KMII
uAIlD, % 66,7 31,6 40,0 77,6 93,3 44,8 48,9
6era-Ab, % 0 42,1 60,0 79,6 93,3 58,6 75,6
CrupoHOIaKTOH/ 333 0 40,0 73,5 93,3 62,1 51,1
SIUIEPEHOH, %
Huyperuku 0 53 20,0 61,2 93,3 448 46,7
Awmuonapon,% 0 21,1 40,0 449 53,3 58,6 37,8
Bapdapun/ 0 31,6 30,0 57,1 80,0 37,9 22,2
HOAK,%
Acmmpun, % 0 10,5 40,0 16,3 93,3 20,7 15,6
NCT,% 66,7 31,6 10,0 40,8 60,0 31,1 35,6

Ta6aunna 3.28 — YacTtoTra Ha3HAYeHHUs IPeNapaTOB HMMYHHOCYIIPeCCUBHOM Tepanuu
muokapauta B rpynne HKM u rpynne II'T

I'pynna npenaparos Boabnbie c HKM, Boabusle ¢ IIT, JocToBepHOoCTH
% % pa3auumii, p

I'KC 18,4 25,0 0,348

(MeTunmpeTHI305I0H), %

I'mapokcuxiaopoxuH (mraksermwn), % | 22,4 13,6 0,212

A3zatronpuH,% 7,2 13,6 0,197

NCT, cymmapso, % 39,5 36,4 0,715
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3.6.2. UuTepBeHunonHoe jedenue 00jabHbIX ¢ HKM u ¢ IIT

Yacrora npoBeaeHUs pa3IMIHBIX METOI0B HHTEPBEHIIMOHHOTO JIUeHH NpeacTaBieHa B Tabmuie 3.29.

Tadoauua 3.29 — Yacrora npoBenenus PUA, umminanranuu IKC, UK/I, pecuHXpOHMXHPYHOIIHX

ycrporicts B rpynne HKM u rpynne IIT

BMmemateabcTBO Bboabusie ¢ HKM, % Boabnsie ¢ IIT, % HJocToBepHOCTH
pa3au4mii, p

PYA, % 4,8 4,4 1,0

Wmmmanramus UKJ] u CRT- 30,6 15,6 0,050

D, %

Ummnanramus CRT-D, CRT- 9,6 2,2 0,188

P%

Wmmnanramus 9KC, % 4.8 2,2 0,677

3.7. lMHaMHKa OCHOBHBIX 3XOKapAuorpaguyeckux nokasaresei y 60abapix HKM u IIT

3.7.1. luHaMUKa OCHOBHBIX 3XOKapAuorpaduyeckux nmokasareseii cpeau 00ababix ¢ HKM

Cpennuii cpok Habmoaenus 3a 6oabHbIMU Tpynniel HKM coctasun 14,0 [4,0; 41,0] mecstes,

koHTposbHast DX0oKI BemonHeHa 57,6% 60nbHBIM (n = 72), CpEAHHI CPOK 10 MIPOBEICHUS TTOCTIETHETO

KOHTPOJILHOTO MCCJIEIOBAHUS COCTaBHJI Y TOBTOPHO 00ciIe[0BaHHBIX 00MbHBIX 24 Mecsaua [12,0; 47,0].

[Ipn oueHke JIUHAMHKHA OCHOBHBIX 3XOKapauorpapuyeckux rMokaszaTenell y OOJBHBIX,

KOHTPOJIbHOE UCCIIEJJOBAHNE Y KOTOPBIX MPOBOAMIOCH HE OJMH pa3, B pacyET ObLIU B3STHI PE3yIbTaThl

nocinenseit 9xoKI™ (Tabxuua 3.30). CtaTucTHYECKOM JOCTOBEPHOCTH JOCTHIIIA PA3HUIA B UCXOIHOM U

koHTposibHOM @B (37,4 vs 41,8, p =0,0001) u B KIAP JIXK (6,0 vs 5,9, p =0,021).

Taoauna 3.30 — /InunaMmuka cTPYKTYpPHO-PYHKIMOHAIBHBIX MOKa3aTeel y 00iabHbIXx HKM

IToxka3zaTean Hcxomgno B nunamuke CraTucTHyecKas

JT0CTOBEPHOCTH
pasauumii, p

DB, % 37,4 +£13,3 41,8 +12,9 0,0001

KIP, cm 6,0 +£0,7 5,9 +0,8 0,021

K10, cm 148,0 + 44 4 147,0 + 52,7 0,753

KCO, cm 92,5[61,5; 130,0] 82,0 [53,5; 117,5] 0,175

JIII, Mo 93,0 [65,3; 119,8] 87,0 [62,0; 120,0] 0,421

ITK, cm 2,912,5;3,4] 3,0[2,5;3,3] 0,905

CHJIA, MM pT.CT. 32,5[23,0;44,8] 28,0 [24,0;39,5] 0,199

MuTtpanbsHast peryprutanus, | 1,25[1,0;2,0] 1,5[1,0;2,0] 0,138

cTeneHb

Tpuxkycnuaajibnass  peryprutanus, | 1,0 [0,5;1,25] 1,0 [1,0;1,5] 0,206

cTeneHb
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CpaBHEHHUE UCXOHOTO U KOHTPOJIHHOTO ypoBHS OB y OONBHBIX ¢ pa3NIUYHBIMU KIMHUYECKUMU
BapHaHTaMHU BbISIBUIIO AocToBepHbIH npupoct @B B nByx nmoarpymnmnax — IKMII (32,2% vs 37,4%,
p = 0,015) u ocrporo/mogoctporo muokapaura (25,5% vs 37,2%, p = 0,005, Pucynox 3.18). B
OCTaJbHBIX TOATPYMIAX, KPOME TPOMX OECCUMITOMHBIX OOJNBHBIX U OOJBHBIX C HIIEMHYECKUM
BapHAHTOM TeUeHUs1, BUJeH nmpupocT @B, He TOCTUTIIN, OJHAKO, CTATUCTHYECKOH JOCTOBepHOCTH. B
noArpynmne OOJbHBIX ¢ aPUTMHUYECKUM BapHAHTOM BBISABJICHO HocToBepHOE ymeHbineHue KJIP (5,4 +
0,5vs 5,2+0,4 cm, p=0,023) u creneHu TpukycnuaaabHou peryprutanuu — ¢ 1,0 [0,75; 1,125] no 0,5
[0; 1,0], a Takxe yBenuuenue oobéma JIII ¢ 65,8 = 16,7 no 77,1 + 23,9, p = 0,028. Cratuctuuecku
JIOCTOBEPHBIX pa3nuuuii B nuHamuke Apyrux mokazareneit (KJ1O JDK, KCO JDK, o6sém I1I1, I13P ITK,

CIJIA, VTI, dp/dt, MmutpanbHas ¥ TpUKyCIIUIadbHAsL PETYPrUTaIis) HA B OJTHON W3 TPy OOJIbIIE HE

OTMEYCHO.
- n=3 n=10 n=6 n=26 n=8 n=19
53,8

50 45,2 44,8
0 * 38,1 41,1
30
20
10

0

BeccMmnToMHbIN ApUTMUYECKUIA OKMMN Octpbiit/nogoctpbiii - CoveTaHue ¢ ap.

MUOKapauT KM

B OB uncx. m OB ok.

Pucynok 3.18. /lunamuka @B npu pazaudnbix KinHundeckux gopmax HKM, * - ypoBenb p

Mmenbme 0,05

Ananmu3 u3MeHenuss OB u KJ/IP B 3aBUCHMOCTHM OT CTENEHM MCXOAHOW CHUCTOIMYECKOU
nuchynkuu JOK BeisiBUI 10cTOBEpHBIH TpupocT @B TONMBKO y TEX OOIBHBIX, Y KOTOPBIX HcXxoaHas OB
ObL1a MeHble win paBHa 35% - 26,0 = 8,0% vs 33,1 + 9,5%, p < 0,001 (Pucynok 3.19). Takxe y 3Tux
OOJBHBIX TOCTOBEPHO HUKE HUCXOHOTO OKa3alics KOHTPOIbHBIN noka3atenb C/IJIA (44,3 + 16,2 vs

35,6+ 11,8, p = 0,038).
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60 n=33
50
40
30
20

10

®B<35% ®B>35%
H OB ucx. W PBok.

Pucynok 3.19. Innamuka @B B 3aBHCHMOCTH OT CTeNIeHH MCXOAHOM CHCTOJIMYCCKON

auchynkuum JIOK, * - ypoBenb p menbiue 0,05

Kpome Toro, cpenu OonpHBIX Cc Oonee Huszkoii @B nocroBepHO Ooiblie OBLIO MALMEHTOB C
Muokapautom — 68,5% vs 42,9%, p = 0,004. IIpu ounenke nunamuku @B u KJIP y mamueHToB c
MHOKapJAUTOM U 0€3 HETO, JJOCTOBEPHOE YIIydllleHne cucronuieckoi Gpynkiun JDK BeIsiBICHO B 00enx
HOATpyIaxX, KPOME TOTO, Y OOJNBHBIX C COIYTCTBYIOUIMM MHOKApIUTOM OTMEUEHO OJIM3KOoe K

nocroBepHoMy ymenblnenue K/IP ¢ 6,2 + 0,6 go 6,0 = 0,8 cm, p = 0,051 (Pucynok 3.20).

50 n=46 n=26* 46,8

a5 e 42,5
40 34,5
35
30
25
20
15
10
0

HKM ¢ muokapgutom HKM 6e3 mnokapanta

vl

B ®B ucx. W OB ok.

Pucynok 3.20. /lunamuka @B B 3aBUCMMOCTH OT HAJIMYMS COMYTCTBYIOIIEr0 MUOKAPANTA, * -

ypoBeHb p MeHble 0,05

[Ipu ananu3e 4acTOTHl Ha3HAUCHUSI OCHOBHBIX TPYIIT KapAUOTPOIHBIX MPEMapaToB Y OOJIBHBIX C
®B, paBHo#t win MeHbIne 35%, u 'y 6onbHBIX ¢ @B Gomnbie 35%, BBIABICHO, UTO OOJBHBIM C O0Jee
BBIPQKEHHOW CHCTOJMYECKOW AUCOYHKIMEH TOCTOBEPHO dYallle Ha3HAYAUCh MpPEraparhl TPYIIIBI
uAIID (75,9% vs 53,0%, p = 0,008), 6era-Ab (83,3% vs 63,6%, p = 0,013) u onHOBpeMeHHO 00¢
rpynmnsl npenaparos (70,4% vs 47,0%, p = 0,008).
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Jlnist ouleHKH BIUSHUS 00BEMA MPOBOAMMON KapAMOTpOMHOM Teparnuu Ha OxoKI-mokaszarenu
MpoBeJIeHO cpaBHeHUE UcXonH#MX U KoHeUHbIX DB (Pucynok 3.21) u KJIP (Pucynok 3.22) y 601bHBIX,
noiny4yaBmux ¥ He moiydaBmmx HAIID, 6era-Ab, komOunanmio HAIID c Gera-Ab. [Ipupoct ©B
OTMEYEH BO BCEX TIpYINax; CTaTUCTUYECKH 3HAYMMOIO YPOBHS OH JOCTUI B TpyImax OOJbHBIX,
nosyyaBmMX U He noiydaBmux HAIID, momyuaBmux Oeta-Ab W monyyaBIIMX M HE MOJTYYaBIIUX
komOunanuio HAIID u Gera-Ab. B rpymnme 6onpHBIX 03 Tepanuu 6eta-Ab npupoct @B He moctur
JIoCTOBEepHOTrO ypoBHA. YMenblieHue K/IP ormedeno B 4 u3 6 maHHBIX rpynmnax, HO CTaTUCTHYECKHU
JIOCTOBEPHBIM YMEHBIIIEHUE OBUIO TOJBKO B 2 TpyInax 00JIbHBIX - MOJTydaBIIKUX 6eta-Ab 1 moixydaBmmx

komOuHauuo UAIID u Oera-Ab.

50 *43 7
* 40,3 * 41, 391 %7

40 35,5 36,2 34, 7

30

20

10

0

MAN® 6e3 nAMNe beTa-Ab 6e3 6eta-Ab  MAMN® u 6eta-Ab 6e3 KombuHauum
n=47 n=23 n=51 n=19 n=40 nANd+6eta_Ab

n=30
B ®B ucx. M OB ok.

Pucynok 3.21 lunamuka @B B 3aBHcHMOCTH 0T 00bEMa KAPAUOTPOIHOM Tepanum,

* - ypoBeHb p MeHbe 0,05

6,4 6,2 * % 63
6,2 6,1 6,1
6 5,9
58 5,6 S 56 56
2,6 5,4
5,4
5,2
5
4,8
MAN® 6e3 MAMNO 6eTta-Ab 6e3 6eta-Ab  MAMN® n 6eta-Ab 6e3 KombUHaL MK
n=44 n=19 n=48 n=15 n=39 nAN®+6eta_Ab

n=26
B KAOP ncx. W KAP ok.

Pucynok 3.22. /lunamuka KJIP B 3aBMcMMOCTH 0T 00bE6MA KApPAMOTPONHOM Tepanuu,

* - ypoBeHb p MeHbue 0,05

[Ipu ananm3e nUHAMUKHA CHCTONHYECKON QyHKImu Muokapaa JDK B 3aBUCHMOCTH OT MCXOHOM
®B u 06pEma ipoBo MO KapauoTponHoi Tepanuu (MAIID, 6eTa-AB) CTaTUCTHYECKH TOCTOBEPHBII

npupocT @B OblT OTMEUEH TONBKO B rpyIie 00JbHBIX ¢ HcxoaHOM @B Hinke 35% Kak Mpu Ha3HAYCHHH,
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Tak u 0e3 Tepanuu HAIID. VY namueHToB nanHo# rpynnsl (n = 6) 6e3 Tepanuu 6eta-Ab HabmomaICs
npupoct @B, He TOCTUTIIUK CTATUCTUYECKON 3HAYMMOCTH, B OTJIWYMU OT MAI[MEHTOB, MOJYYaIOIINX
6era-Ab (Pucynok 3.23) . IIpupoct ®B nHabmoaancs u B rpynnax nanueHtos ¢ ®B ot 36 1o 45% u ¢
OB BbI111e 45%, HO HU B OIHOM CJIy4ae OH HE IOCTUT CTaTUCTUUYECKON T10CTOBEPHOCTU. CTOUT OTMETUTh
MaJyl0 YHCIIEHHOCTh JBYX IMOCJEIHUX TPYII, YTO MOTJIO MOBIUSATh HA PE3YJIbTaThl CTATUCTUYECKOTO

ananm3a (Pucynox 3.24, 3.25).

40 n=26 n=7 *n:27 n=6 n=24
34,1 33,6
35 2o ¥ 33 31,4 *
30 * 27,3 28,5 27,5
25
. 19 20,2
15
10
5
0

MAMN® 6e3 MAMN® 6eTta-Ab 6e3 beta-Ab MAMN® n 6eTa-Ab

B OB ncx. H OB ok.

Pucynok 3.23. Jlnunamuka @B B 3aBucuMOCTH 0T 00bEMa KaPAMOTPOIHOM Tepanuu

y nanueHToB ¢ ucxoaHoii ®B menee 35%, * - ypoBenb p menbuie 0,01

46 n=10 n=5 n=1(34,1 n=5 N=7 447
44 42,7 5
42 40,4 . o)
o 38 I 74 B >
38 !
36
34
32
nAMNe® 6e3 AN 6eTa-Ab 6e3 6eTta-Ab WAN® 1 6eta-Ab

B OB ncx. W OB ok.

Pucynok 3.24. /lunamuka @B B 3aBUCMMOCTH 0T 00bEMa KaAPAUOTPONHON Tepanuu

y nanueHToB ¢ ucxoaHoi PB ot 36% no 45%, * - ypoensb p menbuie 0,05
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58

n=10 n=10 n=12 n=8 =56 n=8

26 53,9 54,2 54
53,1
>4 52,5 52,1
51,1 '

52 50,2
20 48
48
44

MAMN® 6e3 nAMNod 6eTa-Ab 6e3 beTa-Ab MAMN® n 6eta-Ab

B PB ncx. W PB ok.

Pucynok 3.25. /lunamuka @B B 3aBUCHMOCTH 0T 00bEMa KaAPAUOTPONHON Tepanuu

y nNanueHToB ¢ ucxoaHoii @B Bbiie 45%, * - ypoBens p Menbiue 0,05

[Mposenenue UCT oka3piBasio MOMOKUTETHHOE BIUSHNAE HA CUCTOIMYECKYO (DYHKITUIO MHOKApAa.
B moarpymnme OOnBHBIX ¢ MHOKapIuTOM, KOTopbiM mpoBoamiack WMCT, oTME4eHO JOCTOBEpHOE
Bospacranue OB (c 34,2 + 13,4 no 39,6% = 12,0, p = 0,00, n=32), B To BpeMs kak B orcyrcTBue UCT
JIOCTOBEpHOW AuHamMuku He Obuto (33,3 + 12,6 vs 35,6 = 13,5%, p = 0,346, n=13). Ilpu oTaenbHOM
aHaJIM3e TMAalMEHTOB C XPOHWYECKUM W OCTPBIM/TIOJAOCTPHIM MHOKAPAUTOM TOJTYYCHBI TaKUE JKE
pesynbrathl. [lpu ananu3e u3MEHEHHs] CUCTONNYECKON (PyHKIMH y manueHToB ¢ Bapuantom JJKMII u
XPOHUYECKHUM MHUOKApJIUTOM AOCTOBEepHBIH mpupoct @B oTMeueH TONBKO y OOJIbHBIX, MOIYYaBIINX
HCT (Pucynok 3.27). HocroBepHoro ymenbiienus KJIP JDK He BbIsiBIeHO HM B rpymime OOJBHBIX C
UCT, uu B rpynne OonbHbIX 6e3 He€ (Pucynok 3.26). Cpeau MamyeHTOB € OCTPHIM/TIOAOCTPHIM
MHUOKApIUTOM CpaBHHUTENbHBIN aHanu3 auHamukun OB u K/IP JDK mpoBenéH Tombpko y OOJBHBIX,
nosydyaBmuXx VCT — BBISIBJIEHO JOCTOBEPHOE YIJIYUIIEHHE COKPATHUTEIHHOW CIOCOOHOCTH MHOKapaa

JOK, KJIP JDK B nuHammke, HampoTHWB, OKa3ajcsi OoJbie, HO 0€3 JOCTHIKEHUS CTaTUCTHYECKOU

JOCTOBCPHOCTH.
MaumeHTbl ¢ MMoKapanTom n AKMI MauneHTbl C OCTPbIM U
n=6 NoAOCTPbIM MUOKapAUTOM
7 6,6
6,8 6,8 n=6 6,4
6,8 6,4
6,6 n=12 6,2
6,3
6,4 6,2 ° 5,8
6,2 58
58 54
Z(a) 6e3 NCT ncr
a) mKAP ncx. mKAP oK. 6) mKIP ncx. mKAP oK.

Pucynok 3.26. a) Ilmnamuka K/IP y nanuenroB Bapuanra JKMII ¢
CONMYTCTBYIOIIUM MHUOKAPAUTOM B 3aBUcMMOCTH OT npoBenenus UCT.

0) Innamuka K/IP y nanmeHTOB ¢ OCTPBIM H IOAOCTPBIM MHOKAPAUTOM, noaydasmux UCT

IIpumeuanue. UCT — IMMyHHOCYIIPECCUBHAS TEPAIUs
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< XpoHUyeckuit Mmokapaut ¢ AKMI OcTpbiii/nofocTpbiit MUOKapAUT
n=14 38 n=6 n=6 39,7
40
% 31,8 30 29,8 *

30 25,5
20
10

0

NCT 6e3 NCT NCT
B PB ncx. MW DB oK.

Pucynok 3.27. Ilnnamuka @B B 3aBucumocts o1 Hasmuusa UCT y nanueHToB ¢ BADHAHTOM
JAKMII u conyTCTBYIOIIMM MHOKAPAUTOM (CJIeBA) M Y NALMEHTOB € OCTPBIM/MOAOCTPBIM

MHOKAPAUTOM (cripaBa), * - ypoBeHb p Menbiue 0,05.

3.7.2. lnHaMH KA OCHOBHBIX IXOKapauorpapuyeckux nokasareseii cpeau 00abHbIX rpynnsi IIT

KontponsHast DxoKI' Beimonnena y tperu 6ombHbX ¢ IIT (n = 16, 35,6%), cpennuii cpox
BBITIOJIHEHUS] KOHTPOJIBHOTO HCCIENI0BaHMs (€clu MX ObUIO HECKOJIBKO, B pacyérax yYHTHIBAJIOCH
nociennee) cocraBun 17,5 mecsnes [6,25; 30,0]. Paznuunst B MICXOJHBIX W KOHTPOJIBHBIX YPOBHSX

OCHOBHBIX 2XOKapauorpaduyecKkux nokasareneil y 0oapHbIX rpynimbl [1T He 1oCcTUTIIN CTaTUCTHYIECKOM

nocroBepHocTH (Tabmuua 3.31).

Taoauna 3.31 — /InHaMmuka CTPYKTYPHO-PYHKUMOHAIBHBIX OKa3aTeJei y 00abHbIX ¢ IIT

Iloxa3aTean Hcxogno B nunamuke Cratucruyeckas

J0CTOBEPHOCTD
pasau4ui, p
DB, % 41,1£17,2 44,7+ 13,4 0,105
KIP, cm 6,0+0,9 5,8+0,9 0,247
K0, cm 158,3£51,6 161,5+59,4 0,787
KCO, cm 90,5 £+ 40,0 83,6 + 36,1 0,284
JIT, Mot 82,5 [51,0; 108,5] 77,0 [59,0; 99,2] 0,272
ITK, cm 2,8+0,9 3,0+0,4 0,599
CIJIA, MM pT.CT. 46,5+ 15,4 42,7+11,8 0,687
MuTtpaabHas peryprutanus, cTeneHb 1,0 [0,5;2,0] 1,5[1,0; 2,5] 0,582
TpukycnuaaiabHasi peryprutanms, 0,510;1,0] 1,0 [0,5;1,0] 0,587
cTeneHb
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3.7.3. lnHaMuKa TUTPOB AHTHKAPAMAJIBHBIX aHTHTE y 00abHbIX rpynnsl HKM

[Toutm y Ttpern OonpHbIXx Tpynmel HKM mnpoBen€H KOHTPOJBHBIN aHANW3 TUTPOB
aHTuKapauaibHbeix AT (n = 40, 32,0%), v 82,5% u3 HUX quarHocTupoBaH MHOKapAuT. JlocToBepHas
pasHula 61:1)18. BBISAABJICHA TOJIBKO IJI UCXOJHOI'0 U KOHTPOJIBHOTO YPOBHHA AT K BOJIOKHaM HpOBOl[HH.[GfI

cucteMmsl cepaua — 1:160 [1:80-1:160; 1:320] vs 1:80 [1:80; 1:160], p = 0,001 (Pucynoxk 3.28).

1:320 + T * *
1:160 — * &
1:80 A & — —
1:40 H o * *
*
0 <

T T T T
.ﬁ.HﬂJ ATE' AT KI‘-.-1LI| ATKMLI, ATIME  ATIME ATENC ATBNC
KOHTR. KOHT. KOHT. KOHTR. KOHTP.

I—I

Pucynok 3.28. /lnHaMuKa TUTPOB AHTHKAPAHAJIBLHBIX AHTUTEN Y 00JbHBIX rpynnsl HKM

HpI/I OLCHKC JWHAMHWKHU THUTPOB AHTUKAPAUAIIBHBIX AT cpeau ManuceHTOB € MHOKApAUTOM,
nony4aBimux UCT (n = 25), noctoBepHas pa3Huiia oOHapykKeHa it AT K aHTUTeHaM KapIUOMHUOITUTOB
(1:80 [1:80; 1:160] vs 1:80 [1:80; 1:80], p = 0,046) u BonokoH TpoBosAIIEH cucTeMbl cepamna — 1:160
[1:160; 1:320] vs 1:160 [1:80; 1:80-1:160], p = 0,008 (Pucynoxk 3.29).

4 * *

= * #*

2— & — —

1 * *
&

D—

T T T T T T
.ﬁ.HﬂJ ATE' ATEML,  ATEMU  ATIMME  ATIME ATENC ATBNC
KOHTR. KOHT. KOHT. KOHTR. KOHTP.

Pucynok 3.29 /IuHaMuKa TUTPOB AaHTHKAPAMAJbLHBIX AHTHTEJ CPeAd MAIUEHTOB C

MHOKapauTom, noaydasmux UCT.

IIpumeuanue. UCT — IMMyHHOCYIIPECCUBHAS TEPAIUs
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*xk

Taxkum obpazoMm, y 6ombHBIX ¢ HKM mpu cpegnem cpoke HabOmoneHus 14 MecsieB BBISIBICHO
JIOCTOBEPHOE YJIydIlIeHHe cucTonnyeckor ¢pyHkimu — npupoct @B ¢ 37,4 no 41,8% (p = 0,0001) u
ymenbienue KJP JDK ¢ 6,0 1o 5,9 cm (p = 0,021) u, kak nokazan AaJbHEUIIUNA aHANIW3 AUHAMUKA
JAHHBIX TAPAMETPOB B KaXI0M U3 KIIMHUYECKUX BAPUAHTOB, 3TO yJIydllleHHe HAaOI0JaeTcs 3a CYET IBYX
noarpyn — naureHTsl ¢ JJKMIT u marmeHTsl ¢ OCTPBIM U MOJIOCTPHIM MUOKapaAUTOM. Y Bennuenue OB
y MaIMEeHTOB C UCXOIHO Xy el cucronndeckoin pynkuuen JIK (OB < 35%) Obu10 1OCTOBEPHBIM
(26,0+8,0 vs 33,1 +£9,5,p <0,001) B orraue ot 6016HBIX ¢ ucxoaHOU DB BrImIe 35% (46,5 [40,0;56,2]
vs 48,0 [42,0;58,0], p = 0,104). YBenuuenne @B 10CTUTIIO CTATUCTHYECKH 3HAYMMOTO YPOBHS KaK Y
MalMeHToB, NpuHUMaroux HAII®, Tak ¥ y He MPUHUMAIOIIUX MPENapaThl 3TOW TPYIIIbI, TAK K€, KaK
U y MAIMEeHTOB, MOMYYaIONINX WU He moiydaronmx komOuHamio HAIID ¢ 6era-Ab, B oTimuune ot
O6onbHbIX 0e3 Oera-Ab — y Hux yBenuuenue @B He Obuto nocroBepHbIM. AHanu3 auHamuku OB
otnenbHO sl Tpéx ypoBHei DB (DB menee 35%, ot 35 nmo 45%, Bbime 45%) mokasan, 4To
noctoBepHblil mpupoct @B Habmiogaercs nuuib B rpynmne 00ibHBIX ¢ ucxoaHod @B menee 35%.
Henasnauenue 6era-Ab nmanuentam ¢ @B menee 35% u nenaznauenue CT B cimyyae nmpucoeIuHEHUs
MHUOKApJUTa aCCOLIMUPYETCS CO CTATUCTHUYECKU HEAOCTOBEpHBIM mnpupoctoM OB B nepBom cityyae u
OTCYTCTBHEM YJIYYIIECHUS CUCTONUYECKOW (PYHKUIMU MHUOKapJa BO BTOPOM. J(OCTOBEpHOTO pazmuyuus
HCXOJHOTO U KOHTPOJILHOTO YPOBHSI OCHOBHBIX XOKapAHorpaduueckux mokasarenei cpean O0JbHBIX
rpynns! [IT He BeIsiBICHO. MICXOMHBIN YPOBEHb AHTUKAPAUAIBHBIX AHTUTEI K BOJOKHAM ITPOBOISALLEH
CUCTEMBI cep/ia ObLI JOCTOBEPHO BBIIIE KOHTPOIbHOTO B Tpynne HKM u otnensHO B rpyrine 60IbHBIX
¢ MuokapauTom, noayyaromux MCT, - Tak xe B 3TOMl mOArpymnie 0TMEYEHO JOCTOBEPHOE CHUKEHHUE

YPOBHA aHTUTEII K KapAUOMHUOIIUTAM.

3.8. YacToTa HeO1aronpusiTHLIX MCX010B y 00bHBIX rpynnbsl HKM B conocraBienun ¢

rpynnoii II'T

KoHeuHble TOUKM HALIEro UcciaeloBaHMs (HEOJAronpusATHbIE HMCXOAbI) BKIKOYAIM CMEPTh OT
KapIMOJOTUYECKUX W  MHBIX IPUYMH, ONpaBAAaHHble cpabareiBaHud  AeHUOPUILIATOPOB,
TPAHCIUIAHTALMIO CEepAlLla, CYMMapHBIM MOKa3aTenb «CMEpPTh + TpaHCIIaHTauus». Mbl paccMoTpenu
4acTOTy HEOJaronpuATHBIX UCX0J0B U BMematenbeTB (uMriantamus MK/, PYA) B rpynne HKM B
LIEJIOM U B KaKJIOM KJIMHMYECKOM BAPUAHTE IO OTIEIBHOCTH, OLIEHUIM AOCTOBEPHOCTH PA3JIMYUil B
yacToTe HeOmaronpusTHbIX ucxonoB B rpynne HKM wu rpymme IIT. 3arem cpaBHMIM bacToTy
HEeOJIaronpusATHBIX UCX010B BHYTpH rpynnsl HKM mexy 601bHBIME C COITY TCTBYIOIUM MHOKapIUTOM

u 0e3, a Takke MeXly 00JIbHBIMHU ¢ MHOKapauToM B rpymnne HKM u rpymnme I1T.



115

3.8.1. Ucxoabl n BMemaTeabcTBa y 001bHBIX rpynnbl HKM u rpynnst II'T

Cpennuii cpok Habmonenus B rpynmne HKM cocrasun 14,0 [4,0; 41,0], mecsteB, 3a 3TO BpeMst
ymepiao 18 uenoBek (14,4%). Illectepo OONBbHBIX yMepiM BHE3aMHO, TpOe OONBHBIX YMEPJIO OT
tepmuHanibHOW XCH, y nBonx npuunnoii cmept 061510 OHMK - y ogHOl 60s1bHOI B coyetanuu ¢ UM
(mpu ayroricum OblTa J0KazaHa 3MOOJHS B KOPOHApHYIO apTepuio), y Apyroi ¢aramnsueiii OHMK
npousomén Ha QoHe oTMeHbl BapdapuHa; JBoe OONBHBIX YMEpPIU MOCIE€ TpaHCIUIAHTAUH WU
peTpaHCIUIaHTALlUK CepJlla, TOYHAs MpPUYMHA CMEPTH em€ 4YeTBephlX OONBbHBIX HE H3BECTHA
(BrIcOKOBeposiTHBI TepMuHaTbHast XCH/BCC).

UK/] cymmapHo 6butn ycranosneHnsl 38 manuentam (30,4%), y 13 u3 HuX ObLTH ONpaBIaHHbIC
cpabatsiBanus (10,4%), ABoe U3 HUX BHOCHeACTBUH ymepnu oT TepmuHanbHOi XCH. PUA Obna
BBITIOJIHEHA 6 00JIBHBIM — TpouM 110 TToBoay yactoit XKD u XKT ¢ HegoctarounbsiM 3¢ HekToM; OTHOMY
00JIbHOMY TI0 TIOBO/IY OPTOJIPOMHOMN Taxukapauu Ha ¢pone cunapoma WPW ¢ nossnenuem yacroii K3
BCKOpe Tocie omepauuu; apyro OombHOW PY-nmectpykimst AB-coenuHeHus B CBA3M €
Hed(h(PEeKTUBHOCTHIO METMKAaMEHTO3HOM Tepanuu MA ¢ nmocnenyromieit ycraHoBkoi DKC u cMeHoit Ha
CRT-D; mectomy 60asHOMYy PUA npoBeznena no nosoxy MA, ¢ apdexrom. ¥ 68 naunentosn (54,4%)
HEOJIaronpusATHBIX UCXOJ0B U BMEIIATEILCTB HA MOMEHT OKOHYaHMS HaOmoeHus He 0bu1o (PrucyHOK

3.30).

UKA/CRT-D 6e3 OnpaBAaHHble WOKU gedpubpunnaropa
onpasgaHHbIX 8%

cpabaTtbiBaHMit
14%

YcnewHaa TpaHcnaaHTaumsa
4%

CmepTb OT
XCH, UM,

OTtcytcTBUE
UCXOA0B U
BMELLATeNbCTB
54%

OnpasaaHHble
LOKU, CMepTb
ot XCH
2%

CmepTb nocne
TpaHcnAaHTauuun
1%

Pucynok 3.30. Ucxoabl 1 BMemiaTeibeTBa y 00abHbIX rpynnsl HKM (n=125),

cpeaHuii cpok HabaoneHus 14,0 [4,05 41,0]
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B rpymme IIT cpemuuit cpok Habmomenus cocraBun 6,0 [2,0; 26,5] mecsies, ymepia ojaHa
OonbHasA ¢ TAKENBIM MOAOCTPHIM MUOKApIUTOM B OXXMJAHMM TPAHCIUIAHTALMM CEpALA, YCIEIlHas
TPaHCIUIAaHTAllUs CEepAlla MPOBEAEHA BOMM OOJBHBIM - MALMEHTY C MOJOCTPHIM MHOKAapAMTOM U C
couetanuem JIKMIIL, IIT u cunapomom Anbnopra ¢ JokazaHHOM MyTanuel B rene COL4AS (Taxoke emy
IpOBe/IeHA TPAHCIUIAHTAIMS TOYKU B CBS3UM C TEPMUHAIBHOMW MOYEYHOIN HEI0CTaTOYHOCTHIO). Beero
HK]I yctanoBieHsl 7 0OJBbHBIM, Y | W3 HUX 3apETUCTPUPOBAHO ONPABIaHHOE CpadaThIBaHUE, Y HETO KE
B aHaMmHe3e Oe3ycnemHoe PUYA kaBaTpuKycnuIaJbHOIO MCTMYCa, JAPYIrOMY BBILIIEHA3BAHHOMY
NaIMeHTy 3aTeM Obljia BBIMOJHEHA TpaHCcIUIaHTalus cepana. Y 35 6ombpHbIX (80%) HeOIaronpusTHBIX

MCXOJIOB U BMEIIATENLCTB He Habmoganocs (Pucynok 3.31).

m OTCYyTCTBME NCXOA0B N BMELLATENbCTB

® VIKAO/CRT-D 6e3 onpasaaHHbIX
cpabaTbiBaHUM
2% PYA, onpaBaaHHble LLOKMK
2% nedubpunnatopa
MK/M, 3aTem ycnewHasn
TpaHCcNAaHTaumMa cepaua
= PYA

2%

m CmepTb oT XCH

Pucynok 3.31. Ucxoabl m BMemiaTeabcTBa y 001bHBIX rpynnsl IIT (n=45), cpennuii cpox

HaomoaeHus 6,0 [2,0; 26,5]

3.8.2. YacTroTa HeGJIaronpusATHBLIX HCX0A0B y 00JbHBIX rpynnbsl HKM B conocraBjieHuu ¢

rpynnoii II'T

ITpu cpaBHeHMHU 4acTOTHI HeOIaronpusATHbIX ucxonoB B rpynne HKM u rpynmne IIT BosiBiena
JIOCTOBEPHOCTH Pa3JIMYUN B 4aCTOTE JIETATLHBIX UCXO0I0B, KoTOpas B rpyrre 6oasHbIXx HKM cocTaBuna
14,4% mnporus 2,2% B rpynne ¢ IIT. B cBs3u ¢ 10CTOBEPHO paznuyarolMMCs CPEIHHM CPOKOM
Habmonenus B rpynne HKM u rpymme IIT (14,0 [4,0; 41,0] vs 6,0 [2,0; 26,5], p = 0,02) MBI ipoBeprIH
pPa3HHUIly B YaCTOTE HEOJIArONmpUSTHBIX COOBITUH y OONBHBIX CO CPOKOM HaOmrofeHHs 12 mecsieB u
MeHbIe. J[ocToBepHOCTh pa3nuuuii B 4acTOTe JIeTadbHOro Mcxoaa coxpanuiach (27,3% vs 3,1%,

p=0,006), paznmuuus B 4acToTe MpoBelaeHUs TpaHcmuiantanuu cepana (9,1 vs 3,1, p = 0,390) u
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ompaBIaHHBIX cpabarbiBanuil nedudbpumisaropa (11,1 vs 0, p = 1,0) xak 1 B mepBOM aHaIM3E, HE
JOCTUTJIA CTAaTUCTUYECKOM IOCTOBEPHOCTH.

[Ipu o1eHKE OTHOCUTEFHOTO PUCKA HACTYIUICHHS CMepTH B rpytie 6oabHbIX ¢ HKM u rpynmne
6ompHBIX ¢ 1T 6but0 MoyuyeHo 3nadenune OP 6,52, 95%/I1 0,89 — 47,86, 4To HE MO3BOMSET CALNIAThH
BbIBOJT 0 HKM kak o hakTope pucka cmepru.

[Ipu moncyére yacTOThl HEOIATONPUATHBIX UCXOJ0B MO OTJAEIBHOCTH B KaXJI0M KIMHUYECKOM
BapHaHTe HanOonblui nokasarens cMmepTHocTH (33,3%) 6611 cpenu OGonbHBIX ¢ coueTanneM HKM u
OCTPBIM/TIOAOCTPHIM MHOKapJIUTOM, a HauOOJbIIME MoKa3aTenau TpaHcruaHTauuu cepaua (13%) u
OlpaB/IaHHBIX cpabarbiBaHuil AepudpuaTopa (24,1%) y 6onpabix ¢ HKM B coderanuu ¢ qpyrumu
KMII (Tabauna 3.32). IIpu cpaBHEHUN 4aCTOTHI JIETATBHOTO UCX0Ja MEXAY MOATPYIaMi OOTBHBIX C
OCTPBIM/TIOAOCTPBIM MUOKapAuTOoM B 00apHEIX HKM B coueranuu ¢ npyrumu KMII craructuaecku
JIOCTOBEPHBIX paznuuuii He BbIsBIeHO (33,3% vs 24,1%, cooTBeTcTBeHHO, p = 0,722), npu aHanmu3e
OTHOCHUTEIILHOTO PHCKAa HE BBISBICHO HEONArONmpHUSITHOTO BIUSHUS TOTO WM WHOTO KIMHHUYECKOTO
BapHaHTa Ha pa3JIMuMe YacTOThI JeTanbHoro ucxoaa, OP = 1,38, 95% /11 0,53 — 3,62.

CnyqaeB ooparHoro pazsutust HKM nipu yirydimeHnn cucTonmaeckoi (GyHKIIMH MPU MPOBEICHUN

noBTopHor DX0KI™ He 3adukrcrupoBaHo.

Taoauna 3.32 — Yacrora HeOs1aronpusTHbIX Mcxo10B y nanueHToB ¢ HKM B conocraBJiennu ¢

rpynmnoii I[IT
Heb6aaronpusaTHbIi Bceero Bcero B B ka:k10M KJIMHHYECKOM BapuaHTe Mo 0TAeJbHOCTH (Yo oT
HCXO0 B Ipynie rpynmne IIT n B Ka)K/10M BapUaHTe)
HKM I I I v \% VI
n=125 n=45 n=3 n=19 n=10 n=49 n=15 n=29
CwmepTsb oT Beex npuunH, | 14,4% 2,2% 0 0 0 12,2 33,3 241
%
TpancrnanTanms 5,6 4.4 0 0 0 4.1 6,7 13,0
cepaua, %
OrmpaBaaHHbIe 10,4 2,2 0 5,3 0 8,2 6,7 24,1
cpabaThIBaHUs
nedubpmuiTopa,%

IIpumeuanue. * p=0,027

I — 6eccumntomMHbIi BapuaHT, 11 — «apurMudeckuiiy, [T — «1BCy,

IV — IKMII, V — ocTpsrit/mogocTpsrit Muokapant, VI — cogeranne ¢ npyrumu KMIIL.
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3.8.3. CpaBHeHMe 4aCcTOTHI HEOJIATONPUATHBIX HCX010B Y 00JbHBIX rpynnsl HKM u rpynnsi II'T

B 3AaBUCMMOCTH OT HAJIUYUA MUOKApPIAUTA

Kak 6s110 ckazano B maparpade 3.4, MUOKapAUT OKa3bIBACT CYIICCTBEHHOE BIUSHUE HA TCUCHUE
U Hcxo/bl 3a00eBanus. CMepTHOCTD cpeau 0oabHBIX Tpyniel HKM ¢ comyTcTBYIOMNUM MHOKapIUTOM
cocraBuna 22,1%, 4YTO OKa3aloch JIOCTOBEPHO BhIIIE YPOBHs cMepTHocTH OonbHbIXx HKM 6e3
COMyTCTBYIOIIEro Muokapauta — 5,3%, p = 0,010, OP 4,19 95% AN 1,27 — 13,75 (Tabauna 3.33). OtoT
(dakT mO3BOJIAET CEIaTh BHIBOJ OT TOM, YTO HAJIMYME COMYTCTBYIOIIET0O MUOKApAUTA y MAIUEHTOB C
HKM sBnsiercst ¢pakrtopom pucka cmeptu. [lpu npoenernn ROC-ananu3za ObUI0 MOTyYeHO 3HAUCHHE
AUC =0,7 (p <0,05), uTo TOBOPHUT O CpeAHEHN MPOTHOCTUYECKON 3HAUMMOCTH HATHYUS MUOKAPIUTA B
oTHomeHuu cMepTu cpenu 60sbHBIX ¢ HKM (Pucynok 3.34).
[Ipu anamornuHom cpaBHeHHUH B Tpynme O0oibHbIX ¢ [IT mocToBepHBIX paznuuuii B ypoBHE
HEeOJIaronpusTHBIX UCXOO0B BBISIBIEHO HE OBLIO.
Bonbubie ¢ MuokapanToM B rpynne HKM ymupanu 1octoBepHO daie 60IbHBIX ¢ MUOKApIUTOM
B rpynmne I[1T (38,5% vs 5,9%, p = 0,029), npu olieHKe OTHOCUTEIHLHOTO pUCKA ObLIO MOTYyYEHO 3HAUCHHE
OP 5,95, 95% 111 0,83 — 42,90, yTo roBOpUT 00 OTCYTCTBUH JTOCTOBEPHOTO MOBBILLIEHUS PUCKA CMEPTH
y 00sbHBIX ¢ MuOKapauToM B rpynmne HKM mno cpaBHennro ¢ 60apHbIME MUOKapauToM B rpymme [1T.
JlocToBepHO# pa3HHIBI B yacToTe cMepTH Mexay OonpHbiMH ¢ HKM 6e3 muokapauta u ¢ IIT Ge3
MHOKapAnuTa BbIABICHO He Obl10. [Ipu cpaBHeHNM ¢ 60abHBIMEU U3 Tpymsl [T Mb1 oTOMpanu 60IbHBIX
(13 00ewx rpymi) co CpoKoM HabOmoaeHHS 12 MecsAleB U MEHee HM3-3a 3HAYMMO Pa3IMYaromierocs

CpemHero cpoka HabmoaeHus B rpynmax (Tabmuma 3.34).

Tabanna 3.33 — YacToTa HeO1aronpusiTHBIX HCX0A0B Y 00/1bHBIX rpynnbl HKM B 3aBucuMocTn

OT HAJIMYUA MUOKAPAUTA

Heb6aaronpusaTHbIii HKM ¢ HKM 6e3 p T ¢ IIT Oe3 P
HCXO0/ MHOKAPAUTOM MHOKapAHTA MHOKap- MHOKAap-

AUTOM AUTA
CwmepTsh OT Beex npuynH, | 22,1 53 0,010 3,7 0 1,0
%
TpancrmanTanms 8,8 1,8 0,125 3,7 5,6 1,0
cepana, %
OrnpaBaaHHbIe 44,0 15,4 0,148 20,0 0 0,417
cpabaThIBaHUs
nedubpmusiTopa,%
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Ta6aunna 3.34 — YacToTa HeO1aronpusTHBIX HCX0A0B Y 001bHBIX rpynnbl HKM ¢ Mmuokapaurom

u 0€3 Hero B CONMOCTABJIEHUU ¢ AHAJOTHYHBIMY noarpynnamu rpynnsi II'T

Heb6anaronpusaTHbIii HKM ¢ T ¢ P HKM 6e3 IIT Oe3 P
HCXOJ MHOKAPIUTOM MHOKAPIUTOM MHUOKap- MHOKAap-
JHTA JHTA
CwmepTsb OT Bcex npuuuH, | 38,5 5,9 0,029 11,1 0 0,489
%
TpancrmanTamnms 15,4 0 0,140 0 6,7 0,455
cepana, %
OrnpaBaaHHbIe 20,0 0 1,0 0 0
cpabaTbIBaHU
nedubpruiTopa,%
Ipumeuanune. Cpean OONBHBIX CO CPOKOM HAOMIOACHUS 12 MECSICB U MEHbIIIE
10— 1,09 1,09
I o a o — o o
5 o8- B os J [ /
e e s 7
3 o6 /' AUC=0,669 3 o5 / AUC=0,666 3 0 AUC=0,643
] / P=0,022 8 / p=0141 8 S P0nd
= - Vs = rd = /
04 / 04= / 04=
5 g g //
2o / 2o / 20 /
> el = /’ Feos]
D.D"fr 1 T I I 1 0.0‘1" 1 I T I 1 0.01/ 1 T 1 I 1
oo 02 04 0 08 10 00 02 04 06 08 10 00 02 04 06 08 10

1 - CneuuchmyHocTE

a.

1 - CneuncbmyHOCTE

6.

1 - CneyncpmyHOCTE
B.

ROC-gpHEEIe, oTpa#aomMe CTEMCHE SHAMMMOCTH MHOKApIHTa B [IPOTHOHPOEaHHNH CMEPTH (a). TpaHCcILIaHTarmM cepaua (D), onpasnansex cpabarsieanmit HET (8)
v DONBHEIX OCHOBHOI TPYIITIBL.
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1 - CneuntpuyHOCTL
B.

ROC-gpuELIe, oTpaxaomme CTEMeHE IHAMMOCTH MHOEAPINTA E IPOTHOZHMPOEaHHH CMepTH (3). TpaHcIuIaHTaimu cepaua (b)), onpaenanuen: cpabateeanmii KT ()
v DONBHEIX TPYIIIEL CPABHEHMA.

Pucynoxk 3.32. PesyabTathl ROC-aHanu3a 1151 OlleHKH MPOTrHOCTHYECKOH 3HAYUMOCTH

MHOKapaAuTa AJd HACTYIUVICHHS CMEPTH, TPAHCIUIAHTALIMMA CepAlia U onpaBIaHHBbIX

cpabdarbiBannii UK/ cpeau 0oabnbix rpynnsl HKM (Bepxaue rpagpuxn) u rpynnsi IIT

(HukHUe rpadukm).

HpI/IMe‘IaHI/Ie. BI)IBOI[LI CUUTAJINCH CTATUCTUYCCKU JOCTOBCPHBIMU MTPU p<0,05
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3.9. Kiinanyeckne npumepbl

B nanHOM paszzaene OyayT mpeacTaBlIeHO 110 OJHOMY KIMHUYECKOMY ITpuMepy Kaxaoro Bapuanta HKM.

3.9.1. beccuMNTOMHBIH BAPUAHT

Hayuenmra 35 nem

7Kaso0bl: Ha TOBBIIICHHYIO YTOMIIIEMOCTb, Yy4allEHHOE cepAaueOueHne, OJBIIIKY NpH 3HAYUTEIbHBIX
(hM3UIECKUX HArpy3Kax, dITU30UIECKH — ITepebou B paboTe cepra, ONyIeHrue KoMa B TopJIe.

N3 amamue3a: pocia W pa3BUBAIACh B COOTBETCTBUHM C BO3pacToM, (M3MYecKHe HArpy3Kd IepeHOCHIIa
ynosierBoputenabHo. Cemelinbiii aHamuae3 mo KMII we oraromEn. B Teuenue momyroma OecrokouT oOmias
c1a00CTh, TOBBIIMIEHHAS YTOMJISIEMOCTh, OJBIIIKA TMPH 3HAYUTENBHBIX (U3UYECKHX HArpy3Kax, yJaméHHOe
cepaneduenue. M3pemka orMedaeT mepedou B paboTe cep/iiia, omyIieHne koma B ropiie. OOpaTuiach K TEpameBTy,
IIPU XOJITEPOBCKOM MOHUTOpHpoBaHMU OKI' 3HaUMMBIX M3MEHEHHH HE BBIABIEHO, MpoBeneHa OJxo-KI', mocne
KOTOpO#1 ObL10 pekoMeH1oBaHo BeimonHenne MPT cepana.

[lepenecennsie 3a00neBaHus: TOH3WUIKTOMUS B 2009 T., UaCTHBIE aHTHHBL. B TeueHHe MHOTHX JIET OTMEYaeTcs
aHeMusl JIETKOU CTETeHH, IPUHUMAET MperapaTsl xeJe3a; perysipHo nepeHocut herpes labialis (vame uem pa3 B
rog). Tarxke ¢ 2009 r. Gojeer MIMONATHYECKON KpamnMBHUIIECH, HaOMIOAAeTCs y ajieproyiora, MmocjegHHue
HECKOJIbKO JIET MPOBOAMTCS JICUCHHE KcojapoM (omanu3ymad) pa3 B 1,5 mecsia jaubo0 JekcaMeTa3oHOM B/M, C
MOJIOKHUTENBEHBIM 3 dexTom.

IIpu ocMoTpe: cOCTOSIHWE OTHOCHTENBHO yaoBieTBoputTesnbHOe. OTékoB HeT. KokHblE MOKPOBBI OOBIYHON
okpacku. Poct 170 cm, Bec 70 kr, UMT 242 kr/mM>. B nérkmx [pIXaHHE BE3MKYJSAPHOE, XPHUIIBI HE
BeicnymuBaorcsa. YJJ[ 18 B mun. Tonsl cepania purMmudsele, sscasie. YCC 78 B mun., AJ] 120/70 pt.ct. )Kusot
MsTKHl, Oe3z0ome3neHHbId. lleuenp, cenme3eHka He yBenuueHbl. llluToBHIHAs Xene3a NMpH MaJbMaldd HE
yBEIUYEHA.

CranaapTHbIC J1JaOOpaTOpHbIC aHaIW3bl (OOINMI aHAIM3 KPOBHM, OMOXMMHUYECKHMA, MapKEPbl MHMEKIMA, 0O
aHanM3 Mo4M) 0e3 CyIIeCTBEHHBIX U3MEHEHUH, KpoMe kelne3oaeunTHol anemun iérkoit crenenn (H 117,0 r/m,
11T 0,84, xene30 6,20 MKMOJIB/JT)

AHaJIU3 KPOBH HA aHTHKapauadbHble aHTHTeaa: AHO cnen. wer, ATD 1:80, ATKMI] 1:20, ATTMK 1:40,
ATBIIC 1:80. JHK-nnarnoctuka: B padore

IKI': putm cuHycoBblif, Ha Broxe — npencepanblii, YHCC 78/mun. HopmansHoe nonoxenne D0C. CHuxeHne
BosibTaxka komiuiekcoB QRS B aVL. PQ 134 mc, QRS 90 mc, QT/QTc 344/395 mc. Otpunatenshsie T B 111
otBeaeHuu (Pucynok 3.33).

IxoKI': KIIP 4,8 cm; KDO 82 mur, KSO 34 mn (o Simpson), MXII 0,9 cm; 3C 0,8-0,9 cM, B JDK B oOmactu
3agHel 1 OOKOBOM CTEHOK CJIOH HEKOMIAKTHOTO MHOKapAa TOJILMHOHN 10 8 MM o 60KoBoii creHke u 7-10 MM B
o0racTu 3aHel CTeHKH, KpOMe TOT0, OTNPEAEIISIOTCS 2 JOMOTHUTEIbHBIE XOPbl, KOTOPHIE KPETATCS K CpeaHeN U
HwkHel Tpetn MXIL. ®B 59%. Hapymenuii nokanpHo# cokpatumoctu HeT. E/A=1,27. IDK: 2,6 cMm, TonmuHa
cBoboaHo# crenku IDK: 0,3 cm, xapakrep aBmxenus cteHOK He u3MeHEH. JIIT 53 mut. III1 47 ma (mo Simpson).
Mexmnpezacepanas neperopojika: anespusMatudeckoe BeingunBanue MIIII B ctopony npaBoro npeacepans 1o 8
MM Oe3 MpHU3HAKOB cOpoca. MurpaibHBIN KiamaH He u3MeHeH. MP 1-2 cremeHu. AopTayibHBIA KJialaH: HE
u3MeHeH, AP Her. TpukycnuaaneHelil kinanas: He uaMeHeH, TP 1-2 crenenu, CIIJIA 20 MM pr.cT. JlnameTp KopHs
aopThl: 2,9 cM. CTeHKU aopThl He M3MeHEeHbl. JKHIKOCTH B TIOJIOCTH MEepUKap/ia HeT.

MPT cepaua: xamepsl cepaua He pacumpens! (KJP JOK 5,4 cm), runeprpodun MHUOKapaa HET, COKPATUMOCTh
MHOKap/a JIEBOTo >keirynouka He cHikeHa (DB 56%). Tpabexynsapraocts muokapaa JOK B obGnactu Bepxymuku,
BCEX BEPXYIIEYHBIX CETMEHTOB W CPEIHUX CETMEHTOB OOKOBOW W HIDKHEW CTEHOK ITOBBIINIEHA, B T. 9. 32 CUET
HAJIMYUSl JIOTIOJIHUTEIbHBIX TOHKHUX XOpA B oOmactu Bepxymkn JDDK W «pacchITHOTO» THIIA CTPOCHHUS
MNaMWUBSIPHBIX MbIIIL. TOMIWHA HEKOMIIAKTHOTO ¢J10s1 cocTapisieT 10-15 MM npu TOMIIMHE KOMIAKTHOTO 3-5MM.
Macca HEKOMITaKTHOTrO MHOKapa - 11,5 r/m%, uro coctaBuser 19 % ot maccsl muokapaa JDK (B Hopme — 1o 20
%). YgacTkoB HakomIeHHs KOHTpacTHOro npemapara B muokapze JOK u IDK He BoisiBIeHO.

Cytounoe monutopupoBanue IKI' mo Xoarepy (Ha «uuctom» ¢oHe): pUTM CHHYCOBEIN. UacTas Murparms
putMma mo mpeacepausam. YCC: guem 81-156/mMun (cp.~ 94 yn/muH), HOubto 66-79/MuH (cp. ~ 74/MuH).
CyrmpaBeHTpHUKYJISIpHBIE SKCTPAacuCTOIHI - 4. ST-T: 3HAYNMOM THHAMHUKHN HE OTMEYCHO.
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IKI'-npoba ¢ runeppenTuisinmeii: Ha OKI' B mokoe putm cunycossiif, YCC 84/muH, cerment ST Ha n30mMHHN.
ITocnie mpo6s! ¢ runepBerTwIsIMer — y4amenue YCC no 88/MuH, CHIKEHUE aMILTUTYAbI 3yona T B oTBeIeHHUSIX
aVF, V6. 3akmtouenue: mpoba moJI0KUTETbHAS.

IKI'-npoba ¢ oprocTarukoii: Ha OKI' B mokoe putm cunycosslid, YCC 84/muH, cerment ST Ha m3onunun. [locie
poObI ¢ oprocTatukoit — yyamenue YCC no 93/MuH, cHmkeHne aMrunTy el 3yona T B otBenenusix 11, aVF, V4-
V6. 3akiroueHue: npoda moa0KUTeIbHas.

3akmouenue: Hammame HKM moareepkmeHo aymst meromamu - OXoKIT m MPT. YuuteiBas HOpMasbHBIE
pasMepsl KaMep cep/la, COXpaHHYI0 CUCTOJIMUYECKYIO U AuacTonndeckyto ¢pyHnkuuto JOK, oTcyTcTBHE 3HAaUNMBIX
HapyIICHWH pUTMa cepia, Kmnandeckuit Bapuant HKM y manmenTtku onpenenén kak OeccumMnToMHbIi. XKamoobt
00ycII0BIIeHbI TOATBEPKAEHHOU TipH poBeaieHnd DK -1pob HeliponnpKynstopHO# nuctoHued. OnpenenéHHbIi
BKJIaJ B MIOBBIICHHYIO YTOMJIIEMOCTh BHOCHT KeJIe30Ae(DUIINTHAS aHeMUsI JIETKOH CTENeH! (Ha JaHHBIH MOMEHT
MTOYTH KOMIICHCHPOBAHA).

Kiannuyeckuil q1Marno3: mnepBuyYHas (T€HETHYECKH JETEPMUHUPOBAHHAA?) KapAHMOMHUOIATHS: HEKOMIIAKTHBIN
MHOKap]l JIEBOTO JKeIyA04Ka, OECCUMIITOMHBIN BapraHT. HelpolupKysTopHas AUCTOHUS C TAXUKAPAUATBHBIM,
ACTEHMUYECKUM CHHApOMaMH. MuTpanpHas W TpUKycnuianbHas HenoctaToyHocTh I-II crenmenn. Xponuueckuit
MOBEPXHOCTHBIN TacTpuT Tuna B. XpoHwueckass MH(EKIHS BHPYCOM MPOCTOTO Tepreca BHE OOOCTPEHHS.
Touswumkromus B 2009 r. JXKenesoneduiurtHas aHeMus JIETKOW CTEIEHH, JICUECHHAs IpernapaTaMy SKejesa.
Wnnonarnyeckas KpaMBHULA, JIEYEHHAS! OMATU3yMaOoM, J€KCAMETa30HOM.

Jleuenue: xonkop 2,5 mr mo 1 T. yrpom. Ha mporsokernn 6 MecsiieB HaOIIOICHHUS COCTOSHUE CTaOMIBHOE,
NEePUOJMUECKH OECITOKOUT MOBBIIIEHHAST Y TOMIISIEMOCTb.

Ix0KI uepe3 6 mecsimeB: KJIP 5,1 cm; KDO 94 My, KSO 45 M (o Simpson), MXII 0,8 cm; 3C 0,8 cM, B 1eBoM
KeNyJo4uKe B 00JacTH BEPXYLIKM M OOKOBOM CTEHKHM BBIpa)KEHA TPaOCKyJSPHOCTh B 2 pa3a MPEeBOCXOIAIIast
KOMITaKTHBIN cioit muokapaa. OB 52%. Hapymennii nokansHOH cokpatumoct HeT. E/A 1,2. TIK: 3,1 cm, JIIT
73 . I 40 mu (mo Simpson). CAJIA 22 mum pr.cT. JKHIKOCTH B MOJIOCTH NIEpUKapa HET.

[NammenTke pexomenoosarn mpuéM KoHkopa 2,5 mr B cytku, npoBeaenne DKI', OxoKI' pa3 B ron, nzberanue
Ype3MEepHBIX (PU3NYECKUX HArPY30K U NPOQPHUIAKTHKA PECIUPATOPHBIX HHPEKIHH.
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Pucynoxk 3.33 9KI' nanueHTKHu ¢ 6eccuMnToMHbIM BapuantTom HKM



122

3.9.2. ApuTMHYecKHii BADHAHT

Tayuenm 25 nem

7Kaso0b1: Ha EpHOJMUECKHN BO3HHUKAIOIEE YUAIIEHHOE HEPUTMHYHOE ceplieOnueHue.

AHamHe3 3a0osneBaHus: cemeiinblii anamHe3 mo KMII we otsaromén. B panHeM neTcTBE OZHOKpPATHO
0TMEYaJIOCh CUHKOIIAJIbHOE COCTOSIHUE, TIOAPOOHBIE OOCTOSTENbCTBA HEU3BECTHBL. [IpMOIM3UTENBHO C TOTO XKe
BpPEMEHH CTaJIM OTMEYAThCs AMHU304bI HEPUTMUYHOTO cepaueduenus. intensHoe Bpems Habmonaetcs B OI'Y
MHMWU nenuatpum 1 1eTCKOW XUPYPIuu 1o noBoxy dactoit X3, neyenune He npoBoamiocs. IIpu XM B Bo3pacTte
24 qet peructpupoBayiocsk 10 17 Teic. XKD. [Ipu MPT cepana nanasix 3a AJAIDK HeT, BBIsSBIEHA ITOBHIICHHAS
TpabeKyIIpHOCTh 000MX Keay10uKoB ¢ TonmuHo HKM JIDK 12 MM npu ToJIIHMHE «KOMITAKTHOM» 4acTH 6 MM,
C He3HaunTeNnbHBIM cHIKeHneM @B 110 53% (Ha ¢one yacroii KD). [lanuenTy Ha3Havancs KOHKOP 7,5 MI/CyTKH
0e3 addexra. B KadecTBe aHTHAPUTMUYECKOW Tepanuu Ha3HAUYeH OTAIU3WH. [ OCHUTAIM3HPOBaH B
KapAMOJIOTUYECKOE OTJENIEHUE [Tl XUPYPTrHUECKOT0 JISUeHUSI HapyIIeHH puTMa cepia.

CocTosiHre NpPH NMOCTYIUIGHMH: OTHOCHUTEIBHO YIOBJIETBOPUTENBHOE. B JErknx ApIXxaHue BE3WKYISPHOE,
xpunoB HeT. YJIJ[ 17 B mun. Tonsl cepaua sicusie, putMuunbie. YCC 62/mun, AL 120/80 pr.ct. JKuBOT MATKHUH,
0e300J1e3HEHHBIH.

CranaapTHble J1a00paTOpHbIe aHAJIU3bI (00N aHATTU3 KPOBH, OMOXUMHUYECKHA, MapKEPB! MHPEKIMH, 001l
aHaM3 Mo4n) 0e3 CyIEeCTBEHHBIX H3MEHEHUI.

IKI': putm cunycosbiii, YCC 59 B mun. Hopmansaoe nonmoxkenne DOC. CHIKEH BOJIBTaX B CTAHAAPTHBIX
otBeAcHUIX. Enuanunas )K3. MeninenHoe HapacTanue 3yo1a R B mpaBeIx rpyaubix otBeaeHusx (Pucynok 3.34).
IxoKI': KIIP 5,5 cm, KJIO 105 mi, KCO 44 min (mo Simpson). MXKII 0,7 cm, 3C 1,1 cm @B JDK 59%).
Hapymenne nokanbHo# cokparumocty Het. E/A=1,6. TDK 2,1 cm. JIIT 52 mu. 1144 w1 (mo Simpson). MXKIT
6e3 ocobennocteii. MP net. AP ner. TP: 0-1. [Ipu3HaKkoB Jlero4HoN rUMEPTEH3UH HET, JIETOUHAS PEryPruTaIisi:
HeT. CTeHKH aopThl HE U3MeHeHbl. JKuakoctu B nojioctu nepukapaa Het. IlpusnakoB HKM He BbIsiBIICHO.

XM: Putm cuHycoBblii. Murpauusi BOAUTENA pUTMa N0 npencepausim. IlocTakcTpacucronuueckas Jenpeccus
CHUHYCOBOTO y3j1a ¢ oOpa3oBaHHueM may3 Bcero 13 (makc. 10 2,1 cek.) B Hounoe BpeMms. Cpennss YCC aaem
58/mun, HOubto 52/MuH. KD (1 mopdomoruun) Beero 11 801 (makc 1465/gac B 11:00), 140 xymnetos, 624
snm3ona OuremeHuu, 619 >MU30/I0B TPUTEHEMUHW IMPEUMYIIECTBEHHO B akTHBHOE Bpems cyTok. ST-T: Ge3
JUarHOCTHYECKH 3HAUUMOM JTUHAMUKH.

3akiIl04eHue: NalMeHT TOCIUTAIM3UPOBAH B KAPAUOIOIHYECKOE OTAENICHUE B CBS3U C YACTOM KelyJOYKOBOM
JKCTpAcCHCTONHEH, 1enecoo0pasHo npoBeaeHne PUA. B kadecTBe aHTHApUTMHUYECKOH Tepamnuu 1O MPOBEACHUS
PYA naznauen staunsus 75 mr/cytku. [Ipu npoBenennn MPT cepaua BeisiBnens npuzHaka HKM, mpu 3XO-KIT
yOeaUTeNbHBIX JAHHBIX 32 BRIICYKA3aHHYIO MTATOJIOTHIO HE MOTYYEHO.

KanHuyeckuid amarHo3: mepBU4YHasi (reHeTHYECKM JAeTePMHUHHMPOBAHHASA?) KapAHOMMONATHSA:
HEKOMIIAKTHBIH MHOKapA JIeBOro skejdyaoduka. Hapymenue putMma cepiaua: uacTas KelylI04KoBas
aKcTpacucTonus. PagnouactorHas kareTepHas abianusi apuTMOTeHHOTO (hoKyca BBIHOCsIEro otnena DK,
paarodacToTHAs KaTeTepHas aOisius apuTMOTeHHOTo (hoKyca B JeBOM xkemyaouke ot 15.11.11.

Mporokos PUA: ucxonno na OKI peructpupyercst cunycoBbiii putM ¢ UCC 55 yn/mun, PQ 140 mc, QRS —
90 Mc, "acTasi KelyJO4YKoBask AKCTPACHCTONHS ABYX Mopdoioruii (mpaBo- U JIEBOXKEIyIO0uKoBas). B 30Hy
9KTONUYECKOM aKTUBHOCTH B 00J1acTH BbIBOHOTO TpakTa IDK B 3anHeM oTnene (moakianaHHOE IPOCTPAHCTBO)
HaHeceHa cepus ammumkanuii PU-sHeprum mpu Temmepatype a0 43 rpan. ¢ MomHOcTh0O 10 45 Br,
JUIMTENbHOCTBIO 10 60 cek. OTMedaeTcss UCUE3HOBEHHE INPaBOKENYyA0UKOBON 3KCTPACUCTONMH. M3MeHeHus
ycroiuuBsl B TeueHne 30 MuH HaOaroneHus. B 30Hy 3KTONMYeCcKOi aKTUBHOCTH B IMCTAJIbHBIX OTAENAX 3aqHEH
BetBu JIHIII" Hanecena cepust anmumkanuii PU-sneprunm npu temmeparype a0 43 rpax. C, MomHOCTEIO 10 45
Bt, nmurensHOCTRIO 10 60 cex. OTMedaeTcss CUE3HOBEHUE JIEBOKEIYA0OUKOBON dKCcTpacucToauu. M3menenus
ycToiumBbI B TeueHue 30 MUH HaOJIIOeHUSI.

Omnepanys 1 ocjaeonepalMoHHbIN epUo poTekain 0e3 ocodeHHocTe. [ocie BBIIMCKH COCTOSIHUE 0CTaBAJIOCh
yaoBieTBopuTenbHBIM. Uepes 2 mecsna nocie PUA oTMedasncss KOpOTKHI 3MU30]1 YYALIEHHOTO CepALeOneHMs,
COIIPOBOKAABLIMKCS 001el cnabocThio, mpouemunii camocTosTenbHo. Yepes rog nocine PYA koraa pa3suiioch
npeaoOMopouHoe cocTosiHue - Ha DK Taxukapaus ¢ y3kumMu Komiuiekcamu 10 140/mun. CHHYCOBBIH PUTM
BoccraHoBieH DUT. B kauecTBe aHTHAPUTMUYECKOW Tepamluy IOaydall pUTMOHOPM 450 MI/CyTKH B TeUeHHUE
HECKOJIBKMX MecALeB. [1ociie BBIMUCKHA COCTOSIHUE OCTaBAIOCh OTHOCUTENBHO YIOBIETBOPUTENIBHBIM, HAPYILICHHUS
puUTMa He peuuAuBHpoBayM. [Ipr OTMEHEe aHTHAPUTMHUYECKOW Tepamuy OTMEYECHO yBEINYECHHE JKEITYyTOYKOBOH
9KCTPACHUCTOINH, a Takke nosieiienue npodexex CBT. C yuérom He BIIOJTHE SICHOTO T'eHe3a CYPaBeHTPUKYIISIPHBIX
HapyLWIeHUH pHUTMa MAalWEeHTy B3SAT aHaJU3 KPOBHM Ha AaHTUKApAHaJIbHbIE AHTHTENa — BBIABICHO 3HAYNMOE



123

noBeiieHue TuTpoB ATKMII, ATTMK, ATBIIC (AH® cneu. wer, AT1O Her, ATKMI] 1:160, ATTMK 1:320,
ATBIIC 1:>320), koTOpO€ TOBOPUT O BKJIaJZIe BOCHIAIIEHUS B Pa3BUTHE MOJIUTOMHON apuTMuH . CKOppEeKTHpOBaHa
aHTHAPUTMHUYECKasl TEpaIysi: PUTMOHOPM 3aMEHEH Ha 3TallM3UH, PEKOMEHJ0BaH NIPUEM IIaKBEHUJIA.
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Pucynoxk 3.34. OKI" nanuenTa ¢ apurmudeckum Bapuantom HKM

3.9.3. HKM noa mackoit UBC

Tayuenmxa 46 1em

7Kano0bl1 Ha TIEpHOIUICCKUE HOIONINE, JaBsITie 00 B 00JacTH cepama 6e3 YeTKOM CB3M ¢ PU3NIECKON UTH
SMOIMOHAIILHOM Harpy3Koi, moabeMbl A/l MmakcumaibHo 10 180/80 MM PT. CT., COMPOBOKIAFOIINECS TOIOBHOM
00JIb10, C1a00CThIO.

AHamHue3 3a0ojaeBaHusi: ¢ 14 ser HaOmOmaeTCs B MHACTCHHYECKOM IIEHTPE IO TOBOAY MHACTCHHH
(rerepanu3oBanHas hopma, pEMUTHPYIOIIHE TEUCHHUE), IPUHUMAET KaTuMuH. B anamuese, nedernas [IBT go
orpunatensHoit [P HCV undekuus. B Bospacte 30 ner - MH()EKIMOHHBI SHIOKApAWUT C MOpPaKEHUEM
A0PTaJBHOrO KIIAllaHa, JIeYeHHEe BAaHKOMHMILIMHOM M T€HTaMHUIMHOM ¢ XopomuM 3ddexrtoMm. UyBcTBOBada ceds
yaosierBopureiabHo. C 40-neTHero Bo3pacta — nossieHue A/l Makcumanbho 10 180/80 MM pT. CT., MPOBOIUTCS
AHTUTHIIEPTEH3UBHAS TEpamus Jio3an 15 Mr/CyTku, HOpBAacK 5 MI/CyTKH. YXyHIIEHHE CaMOYyBCTBHUS depe3 3
Helenu TMocje MepeHeceHHOro OpoHxuTa (MpoBOAMIACH AHTHOMOTHKOTEpamnus) BO Bpems yOOpKH cHera
MOSIBUIIMCH OOJH 32 TPYJUHOM CIKUMAIOIIETO Xapakrepa, 0e3 uppaauanuu, JTUTEIBHOCTRIO JI0 2-3 MUHYT, C
SMM30J]aMU BO30OHOBJICHUSI OOJIeH MEHbIIeld WHTEHCHBHOCTH B TOKOE B TEUYEHHE IOCIEAYIOIIUX CYTOK. 3a
MEAUIIMHCKOH MTOMOIIBIO He oOpamanack. Uepes 2 MecsIia rmociie 3Toro 31130/ Ipy m1aHoBoM npoBeaeann DK
(nepex OT'JIC) BeIABIEHBI OYaroBble U3MEHEHHS TIEPETHE-TIEPETOPOTOUYHBIX, BEPXYIIEUHBIX, OOKOBBIX U HIDKHUX
orgeno JDK. TocnuramusupoBaHa ¢ TOJO3peHMEM Ha HHGApPKT, JUAarHO3 OTBEPrHYT (TPOMOHUH
orpuuatensHblil). [Ipn 9xoKI™ 30H runokunes3nu He BoisABICHO. COCTOSIHHE PACIEHEHO KaK OCTPhIM MHOKAPIUT;
NPOBOAMIIACH TEpanus 3HAIANPUIOM, OHCONPOJIONIIOM, KapAMOMAarHWIOM, BEPOIUMUPOHOM, 00 B 001acTH
cepiia He Oecriokowiu. B TedeHue mocieqHero BpeMeHr BO300OHOBHIIMCH HOIOIIME, JaBsiye 00JId B 00JIaCTH
cepaua 0e3 cBs3u ¢ Harpyskoi. [loctymmna B @TK.

[Ipu ocMoTpe U B CTaHOAPTHBIX aHaANU3aX KpoBH Oe3 oTkIoHeHuH oT HOpMbl. JTHK kapanoTponHeIx BUPYCOB B
KPOBHM HET. AHTHKapAuaibHble aHTHTeNa: crenudpudeckunii AH® 1:160, aHTuTeNna K aHTUreHAM SHJOTEIHS,
KapAMOMHUOLIMTOB, TMIaAKONH MycKyaTypsl 1:80, BoJOKOH npoBosiien cucteMsl cepaua 1:160.

IKI npu nocryninenun (Pucynok 3.35): nByxdasznsie 3yOrsl T B JIEBBIX TPYTHBIX OTBEACHUSX.

IxoKI: KJIP JIXK 5,4 cm, KO 82 mu, KCO 38 mi, Tomuaa MXKIT 1,0 cm, @B 54%, VTI 17,3 cm, dp/dt 1010
MM pT. cT. JlokaneHbIX HapymeHuit cokpatumoctu Het. JIIT 61 mu, ITIT 41 mn, E/A 1,3. [IBycTBOpUaTHIiA
AOpTANIBHBIN KIIaNaH, aopTanbHas U MuTpainbsHas peryprutanus I cr. CIIUJIA 31 MM pr. cT.

XM: 505 HXD3, xopotkue (6-9 RS) mpobexxku CBT ¢ UCC nmo 144 yn/mun, Bcero — 28, 17 XKD. ST-T 6e3
JUHAMUKH.
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[pu cumaTurpaguu (Pucynok 3.35) Muokapa B mokoe v ¢ Harpy3Koil BKIIOUeHHe HHANKaTopa B Muokapa JOK
C HEpaBHOMEPHBIM paclpeeIeHUEM, C JOKAJIBbHBIM CHIKEHHEM aKKyMyJIAuH B Bepxylke JOK u anukanbHbIX 1
cpemHuX oTxenax neperoponaku (nedexrs: mepdysun). [Ipu Harpyske xapakrep pacrpeeraeHust HHANKaTopa He
HM3MEHEH 110 CPABHEHUIO C IIOKOEM.

IIpu MCKT cepana kopoHapHbIE apTepuUH HE W3MEHEHBI, KanblMHO3a HeT. Muokapn JDK mnoBblmieHHON
TpabeKyISIPHOCTH, C COOTHOIIEHHEM KOMITAKTHOTO ¥ HEKOMITAKTHOTO CJIOEB /10 1:2 B 00JIacTH HIDKHEH CTEHKU U
BepXymKH. OTCPOUYEHHOT0 HAKOTIEHUS HET.

sesnnnnn
g®RRNANS

Stress Tc Rest Te

Pucynok 3.35. Pe3yibTaThl HHCTPYMEHTAJIBHOI0 00cae10BaHus 001bHOI J1.

Cnesa — DOKI', ckopocth 3amucu 25 mm/c (aByxdaszubie 3yOiusl T B oTB. V3-Vi). CrpaBa — cuuHTHrpadus
MHUOKap/a (3eaeHbIi 1BeT - nedekt nepdysuu B obmactu Bepxymiku JIK kak npu Harpyske, Tak U B TIOKOE).
3akiaouenue: 6onpHas ¢ dakTopamu prucka MBC (TUmepToHUS, THNEPIUIHASMHESI) TTOCTYIIAIa B KIIMHUKY B
CBSI3H C MTOSBJICHHEM «KOPOHAPHBIX» OTPHLATENBHBIX 3y0I10B T mocie HHTEeHCHBHOTO IpHCTyNa 6ojel B rpyaHON
KJIETKH, BO3HHMKIIEro Ha (oHe ¢usnueckux Harpy3ok. [Ipm MCKT kopoHapHBIX apTepuil NpPHU3HAKOB
aTepoCKiIepo3a HE OTMEYEHO, OJHAKO BBISBIEHBI JOCTOBEPHBIE KPUTEPHUM HEKOMIAKTHOIO MHOKapJa, 4To
nontBepkaeHo npu OxoKI'. Kpome Ttoro, mpu cuumHTUrpadmu OoTMEdYeH NOeeKT mepdys3uu, KOTOPBIH HE
HapacTaeT npu QU3NIECKON HArpy3Ke (JaHHBIX 32 CTPECC-MHAYLUPOBAHHYIO UIIEMHIO HET), YTO B COUETAHUH C
OCTPOTOH pPa3BUTHSA CHUMIITOMOB B ampelie 3TOr0 Toja, JAOWIBHOCTBIO 3yOloB T M BBICOKMMH THUTpaMu
aHTHKapIuaIbHbIX aHnTuTel (BKimodast AH® 1:160) cBuaeTensCTBYET B MOJB3Y MPUCOEAMHEHUS MUOKapIUTa KaK
NPUYHHBI HIleMuieckux m3meneHni. Teuenne HKM MoxeT ObITh paclieHeHO KaK OTHOCHTENLHO OJIarONpHsITHOE
(oTCyTCTBHE 3HAYMMOW CHUCTONMYECKOW JMUCHYHKIIMHU, AWIATAIIMA KaMep Cep/ila, )KeTyJAOUYKOBBIX HapyIICHUH
pUTMa), MMOKa3aHWH K HA3HAYCHHWIO aHTHKOATyJITHTOB Ha JaHHBIM MOMEHT HeT. K nedeHuro menecooOpasHO
n00aBUTh MIaKBeHW, IpoBecTH KOHTPob IX0KI', OKI' u ypoBHS aHTHKapAHaIbHBIX aHTUTEN B OKTs0pe 2016 T
Kiannuyeckuil q1uMarno3: nepBuyHas (TE€HETHUECKH JETEPMUHHPOBAHHAA?) KapAUOMHOMATH: HEKOMITAKTHBIH
MHOKAap/ JIEBOT0 keTyaouka. [loqocTpeiii ”HPEKIIMOHHO-UMMYHHBIH MUOKApAXT (TICEBAOKOPOHAPHBIN BApHAHT).
Hapymenus putma cepana: HaHKeTyA0UKOBas SKCTPACHCTONMS, TPOOSKKHN HEYCTOMYMBOM HAIKEITy IOUYKOBOI
taxukapauu. ['unepronndeckas 6omnesnb Il cramuu, 3 crenenu moseimeHus A/l, puck 3. BpoxaeHHBIN MOpPOK
cep/ila: AByCTBOPYATHIN aOpTaTbHBIN KiIanaH (YMEPEHHO BbIpaKeHHasl HEJIOCTaTOYHOCTh A0PTAILHOTO KJIallaHa).
ATepockiiepo3  aopTbl, OpaxuouedanbHbIX apTepuil (0e3 TreMOJMHAMHYECKH 3HAYMMBIX CTEHO30B).
lunepnunuaemus 2a tuna. [omume! skeuHoro my3eipst. HCV undeknus, tedeHHas npoTUBOBUPYCHOH Tepanueit
(mo orpunarenshoii [T1IP). Muactenus, renepann3oBanHas Gpopma (B aHamHE3€).

Cocrosiaue pacueneHo kak HKM B coueTaHnu ¢ mogocTpblM MHOKapIUTOM, K JeueHHto (Oucomposon 2,5 mr
YTPOM, TIEPUHAOIPHI 2,5 MT, 31iepeHoH 25 mr B cyTkH, acnupuH 100 mr, posyBacratur 10 mr) mobasieH
rutakBeHws1 200 mr/cyTku. boiu B rpynHoii kitetke 6ecriokonTs nepectanu. Ha OKI Hopmanuzosamnuch 3yors! T.
IIpu xorTpONBHOM OXOKI yepes monroga @B JIK 59%, kamepsl cepania HE YBEIHUYEHBI.
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3.9.4. Bapuant ¢ IKMII (kapano3mooiuveckass Macka).

Tayuenm 63 nem

7Kaso0b1: Ha yMEPEHHYIO C1a00CTh, 3MNU30/1 OHEMEHUS JIEBOU PYKH.

N3 anamHe3a: aKTHBHO 3aHMMAJICS CIIOPTOM, 3HAUMTEJbHBIE (PU3UUECKUE HArpy3KH B TCUCHHE BCEH KHU3HU
nepeHocut xopouo. [IpuMepHo 3 roxa Ha3aj pa3BUICS KpPAaTKOBPEMEHHbIN 3IM301 OHEMEHUS PYKH, KOTOPBIH
ObICTpO KynupoBaica. B TedeHme mpuMepHo rona npu usMepeHurd AJl Ha dKpaHe 3JIEKTPOHHOIO TOHOMETpa
PEruCTPUPOBAIUCH TAXUKAPIUSA, APUTMHUSL. YXYAILIEHUS CAMOYYBCTBUS HE OTMEUall, KO Bpauy 10 3TOMY IIOBOAY
He oOpamancs. [TocnenHue monTopa Mecsiia OTMEYaeT TOSBICHUE YCTAIOCTH, C1a00CTH, TPH JTHS Ha3a]| Mocie
(bu3nvecKoil Harpy3KH MOSBUIOCH OHEMEHHE JIEBOH PYKH, KOTOPOE CaMOCTOSITENIbHO Npomnuio yepe3 40 MUHYT.
OOpatniics K HEBPOJIOTY B YacTHYIO KIMHHUKY: He Hckimodaiock pazsutue OHMK. Ilpu ocmorpe Ha DKIT
BIIEpBBIE BhIsiBIIeHa QuOpmusimus npencepauii ¢ YCC 115 B MUHYTY HEM3BECTHOW JaBHOCTH.

IIpu ocmoTtpe: coctosinue cpeaneit TsoxecTn. Koncturymus runepcrenndeckas. Poct 168 cm, Bec 80 xr, UMT
28,3kr/M?. KoxkHbIe MOKPOBBI 0OBbIYHOM OKpacku. [lepudeprdecknx oTekoB HeT. JIuM(Oy3ibl He yBeTrn4eHbl. B
JIETKUX JbIXaHUE KECTKoe, XpHUMbl He BelcaymuBatoTcs. YJIJ 18 B muH. ToHBI cepaia HEpUTMUYHBIE, SCHBIE.
YCC 100-110 ya/mun., A1 110/70 pt.ct. S3bIK BiakHbId. JKuBOT MsATKHii, 6¢30051e3HeHHBIN. [IeueHb, cene3eHka
He yBennueHbl. O4aroBoil HEBPOJOTNYECKON CUMIITOMATHKY HE BBISIBIICHO.

CranpapTtHble JiadopaTopHble aHaaum3bl (OOIIMI aHANMW3 KpPOBH, OMOXUMHYECKHH, MapKEphl HHQEKIHH,
o0IMii aHaau3 MoOuYu) Oe3 CYIIECTBEHHBIX H3MEHCHMM, KpOME M3MEHEHHH JIMIMIHOIO CIIEKTpa - OOLIHif
xojiecteput 6,92 mmonn/n (N 3,88-6,47), JIITHII-xc 5,59 mmonas/n (N 2,6 — 4,2), JITIOHII-xc 0,37 MMoib/a
(N 0,114-0,342), KA 6.21.

AHaJIU3 KPOBHM HA aHTUKapauaabHble aHTUTeNa: AHO® cner. 1:80, ATO 1:80, ATKMI] 1:80, AT’ MK 1:80,
ATBIIC 1:160.

JHK-auarnocTuka: KIMHUYECKH 3HAYUMMBIX MyTauumi B 11 reHax, 3Haummsbix anga cuaapoma HKM JDK,
BBISIBJICHO HE OBLIIO.

9KI': wmepuarenphas aputmus ¢ UCC 114/mun, nonyropuzoHTaynbHoe mnonoxenne DOC, HerimyOokue
orpurarensHbie 3yonsr T B otBea. ILII, V4 — V5. QRS- 116 mc, QT/QTc. —378/521 mc

IxoKI': K/IP 6,3 cm; KJIO 146 mur, KCO 89 M, MXKII 1,1 cm; 3C 1,1 cm. @B 39%. [Iuddy3Hbiii runokuHes.
JIIT 186 M, 6,3 cwm. 111 166 Ma. MutpanbHBIH K1anaH HEe H3MEHEH, CTCTICHH. AOpPTalbHBIHN KIIalaH: He H3MEHEH,
AP wer. TpuxkycnupanbHblii KkiamaH: He wu3MeHeH, peryprutamus [-II crtemenu. IlpusnakoB n€rodxoit
runepreH3uu HeT. JKMIKOCTH B IMOJOCTH IEpUKaplia HET. 3aKiIOYeHUe: BBIpAKEHHas IuiaTalus o00Mx
npencepauil. Annaramusa JOK. O6pamaer Ha cebs BHUMaHNe Auddy3Hast THIIOKMHE3Us! MUOKapAa, KOCBEHHbIE
NpPU3HAKKH CHHApPOMAa Majoro BblOpoca. 3HauuTenbHas cucronuueckas auchynkmus JOK. MurtpanbHas u
TpukycnuganeHas peryprutamuss I — II crenenn. lasmenue B IIII B mpenenax HOpMbL. Omnpepensercs
HEKOMMAKTHBIN MuOKapa B o0nactu Bepxymku JDK. DXO-KI npuznaku JJKMIIL.

Ypecnnmesoanasa IxoKI': B nonoctu yuika JIIT onpenenseTcst 3X0M03UTUBHOE MAIOTIOABIKHOE 00pa3oBaHue
pa3mepoM 10 8 MM (TpomO).

CyTtounoe monutopupoBanue JKI" no Xoarepy (0uconmposaoa S Mmr yrpom u 2,5 mr Bedepom): OuOpHILIIAIHS
npenacepauii. RR min- 0,312" RR max-2, 712". Cp. UCC 78/muH, HOubt0 68/MuH, Makc. nay3a-2,712 cek (B
01:54). KenymoukoBble TOJUMOPGHBIE  DKCTPACUCTONBI, BCEro-329, IKENyAOYKOBBIE  KYIUICTHI-14,
PETHCTPHUPOBATNCH B T€USHHE BCeil 3amuch, Makc 3a gac ~31 (c 04 mo 05 wac). ST — T: ormevanach gemnpeccus
cermenta ST o 0,10 MB, mabunerOCTE 3y01a T B oTBenennsax V5 — V6.

MCKT cepana v KOpOHAPHBIX ApTePHii: BU3yaTU3UpPyeTCs KaIbIIMHAT B MPOEKIMU MPOKCUMAIBHOTO CETMEHTa
I[IMXXB. [IpaBsIit THT KOpOHAPHOTO KpoBOcHaOKeHMs. KopoHapHBIe apTepuu UIMEIOT THITMYHOE OTXOXKIECHHE U
BeTBieHne. CtBon JIKA nmeer mupokuii mpocBeT, poBHbIE KOHTYpHL. [IMJKB B mpokcuMaibHOM CErMEHTE UMEET
HEPOBHOCTU KOHTYpPOB, B CPEJTHEM CETMEHTE XOPOIIO 3aloIHIeTCd KOHTPACTHBIM NpenapaToM. B nuctanbHOM
CErMeHTe, Mociye oTxXoxkAeHus 2-i JIA, BU3yanusupyercs KOpOTKUH MBIIIEUYHBIH MOCTHUK CO CTEHO3UPOBAaHUEM B
muacroiy 6omnee 50%. Ilpokcumainehslie, 1 cpeaane u auctansHble cermeHTsl OA u IIK A, BeTBu 2-r0 mopsaka
MUMEIOT POBHBIE KOHTYPBI, 3aIIOJIHSIOTCSI KOHTPACTHBIM MpernapaToM 0e3 MPU3HAKOB CTEHO3MPOBAaHUS MPOCBETA.
Onpenensiercss pacimmpeHre Bcex kamep cepana (B menbmeit crenenu JIK), [DK no 67MM, 3HauMTENBEHO
pacmmpern BorxogHoW Tpakt IDK. Muokapa JIK moBwIeHHON TpaOeKyJIsSpHOCTH B OOJACTH BEPXYIICUHBIX
CErMEHTOB IIUPKYJIAPHO. U B CPEAHEM CETMEHTE MEPEIHEN CTEHKH, COOTHOLIEHHE KOMITAKTHOTO M HEKOMITAKTHOTO
cioes 110 1:2,5. B oTcpoucHHyI0 (ha3y KOHTpAaCTUPOBaHHUS MHOKapA AU(GQY3HO HEOTHOPOAEH, 0€3 OTUYETIMBBIX
JTaHHBIX 32 HAKOIUIEHUE KOHTPAKTHOTO npenapata. 3axriouenue: Mpimeunslid MocTuk [IMJKB. HexomnakTHeIi
muokapa JOK.
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MPT cepana ¢ BHyTPHBEHHBIM KOHTPACTHBIM YCHJICHHEM B pe:kuMe nepgy3nu U B OTCPOYeHHYIO (pa3y:
MP-npu3Haku 1okansHOH runeprpodun Muokapaa JOK B obnactu neperopoaxu. MP-npu3Haky HEKOMIAKTHOTO
Muokapaa JOK (B anmkamsHBIX cermeHTax cTeHOK JIJK pe3ko BeIpakeHHAs TpaOeKyIsIpHOCTh, COOTHOIICHHE
KOMITAaKTHOT'O CJIOSl MHOKapJa K HEeKOMIakTHOMY Oojiee uem 1:2,3). YMepeHHOE yBeNn4eHHE OJIOCTEH cepaLa.
B orcpouennyto asy onpenensercs JIokaasHOe (B BUIE 04aroB) HHTpaMypajbHOE HAKOIUIEHHE KOHTPACTHOTO
npenapaTa Ha (hoHe JIOKaJIbHOM runeprpoduu B 6a3ajibHBIX U CPEIHUX CETMEHTaX MepeaHe-IeperopoJOYHOM U
HIKHE-neperopoaoyHon creHok JIK.

MPT ronosnoro mo3ra: MP-kapTuHa eJMHUYHOTO o4ara WIIEMHUH B TIpaBO IOOHOH J0JIe B paHHEH MOI0CTPOH
ctaand. MP-kapTHHa eAMHUYHBIX 0YaroB B OEIOM BEUIECTBE TOJIOBHOTO MO3ra, BEPOATHO, COCYAUCTOTO T'eHe3a.
3akiIl0ueHue: MAIMEHT ¢ XOPOIlei MepeHOCUMOCThIO (PU3HYECKUX HArPY30K B aHAMHE3€ 00CIIEIOBAH B CBSI3H C
TPaH3UTOPHBIM OHEMEHHEM JIEBOM PYKHM - BbIABICHBI MA Hew3BecTHOH naBHOCTH, TpoMO B ymike JIII. OHMK
NOATBEPXKACHO Npu npoBeaeHur MPT rojgoBHOro mMosra u HOCHIIO, BEPOSTHEE BCErO, KapAHOIMOOIUUECKUH
xapakrep. HKM JIXK BreisBnen mpu OxoKID', moareepxknén npu MCKT cepana, a mo3ke MOATBEPKIAEH U TIPHU
MPT. Cemeiinpiii anamae3 mo KMII He otsroméH, chiHy B no4epu manueHnTta npoeaeHa IxoKID', mpu3HakoB
HKM #e BrisiBneno. JJHK-nuarnoctuka natoreHusix mytauuid 1 VUCS He BbIBHIIA.

Kiannuyeckuil AuMarHo3: mnepBuYHas (T€HETHYECKH JICTEPMUHHPOBAHHAA?) KapIMOMHONATHSA: CHUHAPOM
HEKOMIIAKTHOT'O MHOKap/ia JIEBOTO JKeTyJOUKa C pa3BUTHEM JTUIATAIlMHN BCEX KaMep cepAra. MbIedHbIi MOCTUK
HaJ TMEepeAHed MEXOKETyAOUYKOBOW apTepueil co CTeHo3MpoBaHMEM ee B auactoiny Oonee 50%. besboneras
uieMust Muokapaa. Hapymenust putma cepama: mnepcuctupyiomas ¢opma MepuaTeabHON apuUTMUH,
KeIyJOYKOBast dKcTpacucTonus. TpoM0O03 yIIKa JIeBOro mpejcepaus. TpaH3uTopHas WIIEMHYECKas aTaka OT
2012 roma. OcTpoe HapylIeHHE MO3rOBOTO KPOBOOOpAIIEHHs B IMPaBOW CpeJHEH MO3rOBOH apTepuul OT
15.02.2015 r. OtHocuTenpHass HemOCTaTOYHOCTh MuTpambHOro (I-II cremenn) m TpukycmumansHOrO (I-I1
CTeTeHM) KianaHoB. ['unepronuueckas 6one3nsb Il craauu, 2 crenenu noeeimeHus AJl, puck 3. XpoHudeckas
cepaeuHas HemoctaToyHOCTh | cramuu, 1DK. Caxapueiii auaber 2 Tuna (11€JI€BOM MHAMBUAYAIBHBIA YPOBCHb
HbA < 6,5%). I'unepnmunumemust 2a Tuma. ATEpOCKIEpO3 aopThl, KOPOHAPHBIX apTepuil (HayaabHbIE
nposiBiieHus). SI3BeHHas O0Ne3Hb IBEHAIIATUIICPCTHON KUIIKH BHE 000CTPEHUS

Jleuenue: Oucomnposon 7,5 mr, puBapokcaban 20 mr, nmepunmonpuia 1,25 Mr (TEeHICHUUS K TUIOTOHUH),
po3yBoctatuH 20 Mr.

Uepes 3 Mecsiia mpoBeieHa Oe3ycrenrHas MOoMbITKa BOCCTAHOBIICHUSI CHHYcoBoro putMa metogoM DUT (mocne
mu3upoBanust TpombOa B ymke JIIT). Ha mpoTsbkennn 4 jer HaOmroneHHWs cocTosiHue crabumbHoe, 3XoKI
npoBogurcs 1 pa3 B roa. Huwke mpuBomsTCs HaHHbBIE IOCIEIHETO HCCIENOBAaHUS, KOrga ObLIO OTMEUYEHO
HEKOTOPOE YyXYyHIIEHHE CAMOUYYBCTBHUS B BUAE HAapacTaHWs OABIIIKH, CHHKEHHS MEPEHOCUMOCTH (PU3MUECKUX
Harpy3oxk.

Ix0KTI 4epe3 47 mecsauen: K/IP 6,4 cm; KO 115 mn, KCO 51 mm, MXII 1,2 cm; 3C 1,0 cm. @B 56%.
Hapymennii nokansHO# cokpaTumocTs HeT. JIIT 190 M, 6,1 cm. II1 130 M. MuTpanbHbIA Kilaniad He U3MEHEH,
peryprutauus I crenenu. TpuKycnuaanbHBIN KianaH: He u3MeHeH, perypruranus | crenenu. CIUIA 45-47 mm
pT. cT. JKuakocTy B MoJIOCTH IepUKapa HeT. 3aKIoueHe: BIpaXKeHHAs AUaTalus 000uX MpeacepaAni, Ooblie
neBoro. Hapymienuii rimo0ansHON U TOKaNbHOH cokpatnmocty HeT. HKM JIK.

IIpu OxoKI' oTmeueHa monoxuTENbHAS AMHAMHUKA: yBenmdeHHe cuctonndeckor (ynkuuu JDK, ymeHbmeHme
MUTPAJIBFHOH M TPUKYCIUAATBHOM pErypruTalMi; COXPAHSIOTCA TUiaTalusi oOOWX MpencepAuii, yMmMepeHHas
nerodHas runepreHsus. [Ipu cyrounom monuropuposanuu OKI' no Xonrepy — raxucuronudeckass MA, cpeansis
UCC nuem 118/MuH, HOUBIO 63/MIH, B CBA3H € 4YeM K Tepanuu gobasieH nenanus 0,25 mr /2 T. yrpom. [lammenty
peKOMeHIO0BaH MpUEM OMCOMNposIoa, HelaHuAa, MpecTapruyMa, BEepOLINMUPOHa, TUYBEpa, CTATHHOB; KOHTPOIb
9XO-KT', cyrounoro moautopupoBanus IKI mo Xonarepy — pa3 B TOJ WIH NIPU YXYIIIEHUH COCTOSHUS.
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3.9.5. HKM Ha ¢oHe 0cTPOro/mogocTporo MHOKapauTa

Tayuenmxa 30 1em

7Kas100b1: O0su AABSIIEro, KOMIOLIETO XapakTepa 3a TPYAUHON ¢ Uppajyalliel B JIEBYIO PYKY U [I0UIONATOYHY IO
U B 3aTbUIOYHYIO0 oOjacTw, 0e3 YETKOHW CBI3M C (U3HYECKONH HATrpy3KOH, MPOXOIAT CaMOCTOSATEIHHO,
NpeCUHKONaNbHbIE COCTOsSHUA ¢ runotoHued (AJl mo 70/50 MM pT. CT.), 4yBCTBO HEXBAaTKH BO3AYyXa,
BO3HMKAIOLIEE IPEUMYIIECTBEHHO B TIOJIOKEHUH JIEXKA.

AHaMHe3 3a00/1eBaHHs: OKOJIO 5 JIeT Ha3a 1 cTaja 0ECIIOKONTh HeOObIIIask O/IBIIIKA U TUCKOM(OPT 3a TPyANHOM
npu ¢usndeckoit Harpyske. Ilonmroga nasanm 0e3 u€rkoil cBs3um ¢ ueM-TMOO (B MOe34e) cTaja OTMedaTh
MHTEHCHUBHBIE KOJIOIIKE 00N 3a TPYIUHO C uppaauanuei B IeBYIO pyKy U MOAJIONATOYHYIO 00J1acTh, HEXBATKY
BO3Iyxa, onmplmKy. [locie Kypca Tepanmuyu MOBAJIMCOM OOJM YMEHBIIWINCH, OAHAKO OJIBIIIKA MPOJOIDKaIa
HapacTaTb. YeTblpe Mecsinua Ha3aa pa3BUIaCh cepusl MPUCTYNOB MHTEHCUBHON 00JIM 3a TPYJMHOM C OHEMEHUEM
JIeBOH PYKH, B CBSI3M ¢ HaMuueM noabema cermenta ST u nByxdasubix T B 0TB. V3 — Vg, TocniuTann3upoBaHa B
T'HULIIIM ¢ nuarao3zom uHbapkT Muokap/a. BeiasiaeH ypoBeHb TporonuHa 0,1 HI/MJ1, KOPOHAPHBIC apTEPHH 110
JaHHbIM KopoHaporpaduu uaTakTHbL. [Tpu DxoKT — KJP JIXK 6,5 cm, @B 25%, noxo3penne Ha Tpom603 JIK
(Pucynok 3.371), mpu MPT — HKM c coortnomennem cioeB 3:1, tpom6 B JDK, ®B menee 20%, ygactku
MHTPaMHOKapANAIBLHOTO U Cy03NTMKapANaIbHOTO KOHTPACTHPOBaHus B o0mactu Bepxymku JOK u B meperoposke
U Cy0dHIOKapAMAILHO-TPAHCMYPAIBHOTO KOHTPAaCTHPOBaHMs Mo HwkHel creHke (PucyHok 3.376). Ha ¢one
Ha3HA4YEeHHS KapAHOTPOIMHBIX MPENapaToB U HU3KOMOJIEKYJISIPHOTO TeMaprHa pa3BUIICA MOBTOPHBIN aHTMHO3HBIN
npuctyn ¢ nogbeMoM cermenTa ST (Pucynok 3.37a) 1 HOBBIIIIEHHEM yPOBHS TPOHOHMHA. AHTH()OCHOIUIHTHBIX
AHTUTENl U TIEPBUYHBIX TpoMOoduinii He BhISBICHO. bonu 3a TpyIMHON COXpaHSUIHCh, IPU CHUHTUTpaduu —
nedext nepdys3un B 001aCTH BEPXYIIEYHBIX CETMEHTOB MEpeIHel 1 nepeaHe-00KOBOW CTEHKH ¢ HapacTaHHEM
ero npu Harpy3ke (Pucynok 3.378). [loctynuna B @TK s Bepudukanum npeanosaraeMoro MUOKapanTa.

B ananuzax KpoBU BOCHAIUTENBHBIX H3MEHEHUN HET, MPU3HAKU XOJIECTa3a, OBHIIICHNE YPOBHS CHIBOPOTOUYHOTO
xkenesa (55-35 Mxmosw/i ipu HopMme 9 — 31,3), % Haceienus xene3om (100 — 58% npu HopMe 10 55%).
I'enHomMa KapIMOTPONIHBEIX BUPYCOB B KPOBU HE HAalJIEHO, aHTUTENA K AHTUT€HAaM BOJIOKOH NMPOBOASAILEN CUCTEMBI
1:320, ocTanbHble aHTHKapAUalbHbIE aHTUTENA B IPeAeaX HOPMBI.

IxoKI': KIIP JIX 6,6 cm, Tommuaa MOKII u 3agueit crenku JOK 1,1 em, KO JIXK 201 M, KCO 50 mit, @B 33%,
VTI 12,7 cm, tnmobanbras nedopmanus — 10,2%, dp/dt 1153 mm pt.cT., E/A 2,3, DecT 128 mc, E/E” 11,9. JIIT 100
mi, ITIT 46 mo, 10K 2,5 cm, Tonmmuna ctenku 0,6 — 0,7 cm. Mutpansnas peryprutauus I crenenu. CIJIA 23 mm
pT. cT. ['unokuHe3 BepXyIieuHbIx cerMeHTORB. [loBbimeHHas TpabexasipaocTs JIK (8:6 Mm).

XM (xopurapon 200 mr/cyTku, buconposnon 2,5 mr): 232 nonuronusix K3, 2 kyrutera. ST — T: 6e3 TuHAMUKH.
IIpu MCKT cepaua tpom60oB He ormeueHo, JOK mapoBuaHoil KoHHUrypauuu, MHOKapA HEOAHOPOTHOMN
CTpYKTYphI; BbhisBneHa runeptpodus JUK (nmepemnss crenka mo 17 MM, MXII no 15 MMm), B BepXymIeuHBIX
cerMeHTax OOKOBOW M 3aJHel CTCHKH IOBBIIICHHAs TPaOEeKySIPHOCTh C COOTHOIIEHHEeM cioeB a0 1,8:1, B
OTCpOUYEHHYIO (ha3y y4acTKM HAKOIUIEHHs] KOHTPACTHOTO MpernapaTa B OCHOBHOM B CPEIHEM CJIO€ IepeaHe-
TIEPETOPOIOYHON 1 OOKOBOM CTEHOK.

IMpu IMB IT'K Beisenenst JJTHK napsosupyca B19 u npuznaku Muokapanuta (Cocypl ¢ HAOYXITUM SHIOTEINEM
Y TIEPUBACKYJISIPHBIMH CKOTIEHHSIMH TUM(GOIUTOB, Oonee 14 B mone 3penwus, Pucynok 3.37x). [Ipu okpacke mo
ITepncy u HINMK-peakTHBOM HaKOILJICHHUS HE BBISIBICHO.
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Pucynox 3.37. Undapkr (Hekpo3) Muokapaa y 60abH0i Ne3 30 jieT ¢ HEKOMIIAKTHBIM MHOKAPIOM U
BepUPUIMPOBAHHBIM MHUOKAPIUTOM.

a — OKI mocie aByX MHTCHCUBHBIX aHTWHO3HBIX MPUCTYIIOB; O — MPU3HAKA HEKOMITAKTHOTO MHUOKap7a JEBOTO
JKENy0uKa, COYETaHWe CYOdHIO0- M CyOSIUKapAMAIBHOTO OTCPOYCHHOTO HAKOIUICHHS B MHUOKapje Ha MP-
TOMOTpaMMax; B — auQQy3HO-o4aroBeie Ae(eKTsl mepdy3ur Ha TOMOCHMHTHUTPAMMax MHOKapaa;, 7 —
HEKOMITAKTHBIA CIIOM MHOKap/a Ha 3XOKapauorpamme (T); OMONTaT MHOKapAa MpaBoro JKEIymI0dKa, OOJBIIOoe
YBEITUYCHHE, OKpPAacKa IeéMaTOKCHINHOM-203WHOM: JMM(poructTuonutapHas uHpmiIbTpaius (bomee 14 KiIeTok)
MIEPUBACKYIISIPHO U B MHTEPCTHLINH.

3akmouenne: Haanure HKM He BBI3bIBa€T COMHEHUM, XOTs 110 JaHHBIM DX0KI ToJInHa HEKOMITAKTHOT'O CJI0ST
HE JOCTHraeT JUarHOCTHYECKOTO YPOBHS (COOTHOLICHHUE C TOJILIMHOW KOMIAKTHOTO ciiosi MeHee 2:1). JlaHHbIH
CUH/IDOM HOCHUT TEPBUYHBIN (TCHETHYECKH JETCPMUHUPOBAHHBIN) XapakTep: HEKOMIAKTHBIA CIOW BBISBICH
TaKke y MJafmeid cecTpbl mauueHTku. B kadectBe mpossienuit HKM MO0XXHO paclieHHBAaTh MEPUOIUYECKOE
MOSIBJICHUE OIYIICHUS HEXBATKU BO3AYyXa B TEUCHHUE MOCIeAHUX S JeT. OIHAKO OCcTpasi JEKOMIIEHCALIUSA C PE3KUM
nanenreM ®B JIK (Mmuaumanbsaas — 15%), koTopast cOonpoBoXkJanach SMH30aMHd HHTCHCUBHBIX 00JIel TI0 THITY
CTEHOKapaAuu, HH(papKTOnoA00HONW auHamukod Ha OKI W MOBBIIIEHHEM YPOBHS TpPOIOHWHA, TpeOoBaa
npoBelieHUs TUPGEepEeHIUATEHON JTUATHOCTUKH MEXIy HHGApPKTOM  MHOKapJa M IICEeBJOUH(APKTHBIM
BapHMaHTOM MHUOKapauTa. M3MeHeHHI B KOPOHAPHBIX apTepusiX (B T.4. BPOXKICHHBIX) IPU KOpoHaporpaduu He
BEISBJIICHO. HecMOTpsi Ha BHYTPH)KEIYJOYKOBBI TPOMOO3 B aHaMHe3e, SMOOIMUeCKUi Xapaktep uHpapkTa (¢
noragaHrieM 3M00JIa B IOCTATOYHO KPYITHYIO BETBh KOPOHAPHOH apTepuy) MPEACTaBISUICS MEHEE BEPOSTHBIM.
[Ipu cumaTHTpadn MuOKapaa, Hapsay ¢ AeeKTOM HAKOIUICHHUS B MOKOe (KOTophIi mpu OXoKI' BRITISIUT Kak
yMepeHHasi THIIOKHHE3Hs BEPXYIIIKH, YTO HE COOTBETCTBYET OCHOBHBIM m3MeHeHussM Ha DKI'), BeIsiBIIeHa cTpecc-
WHIYIIUPOBAHHAS UIIEMUS, YTO MOATBEPKIACT HATMINE MUKPOBACKYJISIPHON CTCHOKAPIUH.

IIpu MopdosoruueckoM HCCIEAOBAaHUM OHMONTATOB IMPABOTO JKEIyJ0Yka — IeHOM mapBoBupyca B19
(TpOTHOTO K 3HAOTENHIO), KAPTHHA TPOAYKTUBHOTO BaCKYJINTa HHTPAMHOKAPINAIbHBIX apTEePUi, YTO TTO3BOJISIET
paclieHNBaTh COCTOSHHE KaK TOJOCTPBIH ICeBAOMH(MAPKTHBI MHOKApJHUT, COXPAHSIONHNA YMEPEHHYIO
aKTUBHOCTb.

Kannnvecknii nmarno3: cuaapom JKMII cMmemannoro resesa: moaocTpslii napBoBupyc B19-mo3utnBHBIM
MHUOKapJIUT, MCeBAOMH(MAPKTHBIA BapuUaHT, ¢ MpPEoONagaHueM MPOAYKTUBHOTO BacKyjiHuTa (MOp(hOIOTHYECKH
MIOJITBEPKICHHBIN); HEKOMITAKTHBI MHOKap] JIEBOTO Xelymodka (cemeiiHas Qopma). MHKpOBacKyIspHAs
creHokapaus. llpucteHo4HBIT TpoM0O3 JeBOro Xkemynodka B aHamHe3e. HapymieHuns putma cepaua:
JKETY0UKOBasi SKCTPACHCTONUS, MPOOEKKH HEYCTOWYMBOM KeNyJOo4YKOBOM Taxukapauu. OTHOCHUTENbHAS
HEJOCTATOYHOCTh MUTPAIBHOTO KiamnaHa | crenenn. XpoHudyeckas cepedHasi He1ocTaTouHoCTh A cragum, 3
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OK. T'actporzodareanbhas pediokcHas O6ones3Hs: pedirokc s30darut. Hemocratounocts kapanu. SI3BeHHas
0oye3Hp JBEHAOATUIICPCTHONW KHIIKKM BHE oOoctpenmsa. Cunapom Kunpbepa? XpOHHMUECKHH TOH3WILIUT,
CyOKOMIICHCHUPOBAHHBIHN, BHE 000CTPEHHUS.

Jlewenue: pamunpui 2,5 mr, oucomnposioi 2,5 mr, amuoaapon 200 mr, cnimponosaktod SOmr, dypocemu 40mr,
omemnpa3zoi 20mr, npeaykran 70mr, Bapdapun 5,0 mr. C yueTroM MOP(OIOrHUeCKON aKTHBHOCTH H YMEPEHHOTO
MOBBIIIICHUS THUTpPAa AHTUKAPAWAIBHBIX AHTHUTEN, a TAKXKE COXPAHSIONIMXCS TMPUCTYNMOB cTeHOKapamu (0e3
muHamukd Ha DKI') u 3HaunTenbHOro cHwkenus @B 0osbHOM Oblia MmokaszaHa 0a3ucHas TepaIus MUOKapIuTa
METHIIPEIOM H a3aTHOIIPHHOM, OT KOTOPOH OoibHas oTka3anack, kak u ot uMriantaun UK/ (HKM, canxenue
OB wmenee 35%, smuzonsl KT). Ha ¢one HeperynspHOW KapAMOTPOMHOH, aHTHKOATYJISTHTHOM Teparuu
coctosiHMe crabmimsupoBanochk, @B yBenmumnack o 33%. IlanuenTka ObuUta BEIMHCAaHA MO COOCTBEHHOMY
xemanuto. [lomke Obuia BeIABIEHA TaToreHHas Myrtanus B reHe MyBPC3, koropas TunmyHa kak yis
nzonmupoBanHoro HKM, tak m mns ero cowerannii ¢ ['KMII, momo3penne Ha KOTOpPYIO HE MOXKET OBITh
OTBEPTHYTO.

3.9.6. HKM B coueranum ¢ apyrumu KMII

Tayuenmra 37 nem

7Kayio0b1: Ha ONBIIIKY, BO3HUKAIOLIYIO MPH HE3HAYUTENFHBIX (PH3MUYECKUX Harpy3kax (Ipu xoan0e B 0OBIYHOM
TEMIIC), Ha OIIYIICHUs Tepe0oeB B paboTe cepama Npu HE3HAYUTENBHBIX (DM3MUECKUX HArpy3Kax U B IOKOE,
KyIUPYIOLIMECS CaMOCTOSITENIbHO, YacTO COIPOBOXKIAIOIIMECS IPECUHKONAJIbHBIMU COCTOSIHMAMH, Ha
YMEPEHHYIO C1a00CTh B MPOKCUMAIBHBIX MBIIIIIAX HOT.

W3 anamue3a: o KMII y crapmmx poACTBEHHHKOB HE M3BECTHO; CTAPIIHUN CHIH 16 JIET OTMEUAET MBIIICIHYIO
cmaboctsh. [lanmenTtka pocna u pa3suBanack HopmanbHo. B 2003 1. (25 ner) BuepBbie B )KU3HU BO BpEMs BTOPOU
OepeMEeHHOCTH TIpH XO0JIb0e pa3BHIICS SIU30/1 MOTepu co3HaHus. He oOcnenoBanace. B 25-28 ner npu cuiibHOM
BOJIHEHHH OTMeyaJia BOSHUKHOBEHHUE OIIYIEHHS YYallleHHOTO cepALeOrneHns U Npeod0MOPOUHBIX COCTOSIHUH.
dusnueckre Harpy3ku IepeHOCHIa XOpoIlo, padoTtaia npenofaBareneM ¢us. KyiabTypbl y aeredl. C 31 roxa
CTajia 3aMeyaTh HEBO3MOXHOCTH OBICTPO OekaTh, MOJHUMATh HOTY NMPH MPOXOKISCHHH TOJIOCHI MPENSTCTBUN
(MpImevHast ¢1a00CTh), MPUIIIOCH CMEHHUTH paboTy. 3aTeM MOSBHIMCH HENPHUATHBIC OILYIIEHHS B CEpALE,
nepebou B padbote cepaia Ha (oHe crpecca. B 32 roma mepeHecna Tshxenyro OPBU miuTenbHOCTBIO OKOJIO
Mecsna ¢ GpeOpuIbHOM TeMIepaTypor, ci1abocThio, 00JIIMU B ropie, Kamniem. Ilocie 3Toro crama orMevarthb
ycyrybsienue nepe0oeB B cepAle (Iaxe B COCTOSHUM IMOKOS), «3aMHpaHue CepAla, MOSBUIACH OABIIIKA IPH
nogbeMe Ha Bropoi atax. Ha OKI' O6bina 3adukcuposana nonnas 6mokana JIHIIL. [Tpu DXO-KI' BeIsiBieHBI
camwkenne OB 10 42 %, nunaranus nmonoctu JOK (KCP 4,9 ecm, KIP 6,3 cm), muddysnsriii runokunes JOK. Io
nanHbiM XM-OKI': cunycosblil putMm ¢ UCC 34-151/mun., wactas HXKOC u KOC. IIpuém srtanmsuna 25 mr 3
pasa B JIeHb CONpPOBOXKAaJcA ciabocTeio, magernneM AJl, B cBs3u ¢ 4yeM mpenapaT Obul OTMEHEeH. B Tedenue
CIIEJYIOIIMX 5 JIET CaMOYyBCTBHE OCTABAJIOCH MPEXHHM, OECIOKOWJIA ClIa0O0CTh, OABIIIKA, Tiepedon B padoTe
cepaua, cymecrBeHHo nuHamuku 3XoKI mokasarerneil He oTmedanock. Havanma mpuHuUMaTh HMEpUHAOIPWUI,
BepommupoH. 3ateM orMmerwina yacteie OPBU ¢ mocnenyromuM yxyameHuem o0rmiero coctosHus. B 36 ner
BIICPBBIC TOCTABJICH JUArHo3 HEKOMIAKTHOW kapauomuomnatuu (mpu MPT cepama), Takke Henb3si OBLIO
UCKJIIOYUTh MHUOKapauT. [lodydeHbl MOBBIIIEHHBIE TUTPHI AT K CTpykTypam Muokapna, ITIP nHa Bupycse
oTpuLaTeNabHast. B CBSA3U ¢ BEICOKUM PUCKOM TPOPMOOIMOOINUECKUX OCJIOKHEHUH 1 3HAUMMBIM cHIkeHueM OB
(28%) nawara aHTHKOaryisHTHas Tepanus BapdapuHoM. C nensio npodunaktukn BCC pexkomeHzoBaHa
umiianTauss CRT-D. Ilomygana Tepanuio: COIUPOHONAKTOH 25 MTI yTPOM, MEPUHAONPHI 2,5 MI' BEUepoM,
oucomnponon 1,25 mr yrpom, Bapdapus 2,5 mr, runupuaamon 25 mr 3 pasa B AeHb. Kpome Toro, 3amomo3peHa
T€HeTHYEeCKH OOYyCIIOBIIEHHAsI MHOMATHs, PEKOMEHI0BaHO AooOciemoBanue (He TpoBeaeHO). Hecmotps Ha
NPOBOJMMYIO TEPAITUIO COXPAHSIOTCS mepedon B paboTe cep/ia, MPECHHKONAIbHBIE COCTOSHUS, OJBIIIKA MPH
HE3HAYUTEIbHBIX PU3MUECKUX HArPy3KaX.

IIpu ocmotpe: coctosHue cpeaHer TsbxkecTu. Koncturynust acteHuueckas. Poct 167cMm, Bec S8kr. KoxkHbie
MOKPOBHI 00BIYHOM OKpacku. [lepudeprueckix oTekoB HEeT. MpllIevHas cuiia HECKOJIBKO ocinabiieHa. B merkux
JpIXaHue Be3uKyJsipHoe, xpunoB HeT. Y/1J[ 18 B MuH. Tons! cepaua npurnymensl, mymos HeT. YCC 68 B MuH.,
Ha ()OHE MPaBUIIBHOTO pUTMa — eqUHIIHBIE SKcTpacucTobl. Al 90 u 60 pr.cT. S3bIK BIakHBIH. JKHBOT MSTKHIA,
0e300r1e3HeHHbI. [ledenp, cene3eHka He YBEITHUEHBI.

CranaapTHble J1a0opaTopHble aHAIN3bI (00N aHATU3 KPOBH, OMOXUMHYECKHIA, MApKEPHI MHPEKINH, 001U
aHa3 Mo4un) 0e3 CylIeCTBEeHHBIX N3MeHEeHuH, kpome noblieHust ypoBHs KOK o 411 en/a (N 0-190).
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Antukapauansusie AT: AH® - 1:80 (B HOpMe HeT), aHTHTeNna K aHTUreHaMm »Hportenus: 1:80, aHTuTeNa K
aHTUreHa KapauoMuonuToB 1:80, aHTHTENa K aHTUTE€HaM TIaJKod MycKynatypsl 1:80, aHTUTeNa K aHTUTEHaM
BOJIOKOH TIpoBoJIsaIIieit cuctemsl cepana 1:160 (8 Hopme 1:40).

MNP na JHK xapauorponnsix Bupycos B kpoBu:_Herpes Simplex Virus Type 2 (HSV-2), Cytomegalovirus
(CMV), Herpes Simplex Virus Type 1 (HSV-1), Epstain Barr virus (EBV), Varicella zoster virus (VZV),
Parvovirus B19, Human Herpes Virus 6 (HHV-6), Human Herpes Virus 8 (HHV-8) He BbIsSBICHBL.

9KI': put™m cunycoBbiii, YCC 54/mun, D0C oTkioHeHa BieBO, mojHas 0j1o0kana JIHIIT. CHmkeHrne aMILTUTY IbI
3youa R Bo Bcex orBenenusx. [lpusznakos nmemun, runeprpodun muokapaa uet. 3yoen P 120 mc, PQ 200 mc,
QRS 160 mc, QT 480mc, QTc 455 mc.

Ix0KI': JIX yBemmuen, KIP 6,6cm, MXKII 0,8cm, 3C 0,8cm, KO 124mm, KCO 89mn, @B 28%, VTI 14,7 cm
(N>15), dp\dt 293mm pr.ct./c (N > 1200). Hapymenuii n1okanbHoi cokpatumoctd HeT. JIIT 3,0 cm, 62mur. T111 40
mi. IDK 2,4 cm. E/A 1,5. AP ner, MK He uzmenén, peryprutanus II-111 crenenun. TK He u3menén, perypruranus
I cremenn. CHAJIA 35 mm pr.ct. HmwkHsAa momas BeHa HE pacIiupeHa, Ha BAoxe cmamgaercs Mmenee 50%.
Baxnrouenue: Beipaxennas aunaranus JOK, ymeperrnoe pacmmpenue JIII. Pemonenuposanne JIK ¢ mpuznakamu
BHYTPUKEIYIOYKOBOM IUCCHHXPOHMH M MHUTpanbHON HemoctatrouHocTH II-Illcrenenun. 3HauurtenbHas
CHCTONTMYECKas U yMepeHHas auactonndeckas aucyukius JIK. Hekommaktaeiit muokapy JIK.

MCKT cepaua u kopoHapHbIX aprepuii: Muokapn JIDK ¢ MOBBIIIEHHOH TpabeKyJIsIpHOCTBIO (B CPEIHUX H
BEPXYLICYHBIX CETMEHTaX COOTHOIIEHHE KOMIAKTHOTO M HEKOMIIAKTHOTO cioeB A0 1:3). HapykHblii KOHTYp
MHOKap/a HEPOBHBIN, MENKOOYrpucThId. B oTcpoueHHyI0 a3y KOHTPACTHPOBAHUS MHOKAp[A BO BCEX OTAEIAX
BBIPKEHHO HEOHOPO/ICH, C MHOXXECTBEHHBIMH 30HAMH 00Jiee aKTHBHOT'O HAKOIIJICHUSI KOHTPACTHOTO ITpernapaTa
B HEKOMIIAKTHOM clioe. BusyanusupyroTcs NpOTSHKEHHBIE 30HBI MOHIKEHHOW (KMPOBOM) IJIOTHOCTU B
cyOsHaoKkapauansHoM cioe Muokapaa IDK (kak B obmactn cBOOOJHOHN CTEHKH Tak M B OONACTH BEPXYLIKH U
MIEpPEeropoIKM). 3akKiloYeHre: MPHU3HAKH CTEHO30B KOPOHAPHBIX apTepHil HE BBISBIEHBL. BbIpakeHHbIE
nuddysusie nsmenennst Muokapa JIK u [K, HekomnaktHbIi Muokapa JIK.

Cyrtounoe monutopuposanue JKI' no XoJurepy: 6a308Bb1ii put™m cunycosblil. [lonnas 6mokana JIHIIT. Yacras
CMEHa UCTOYHHMKA aBTOMAaTH3Ma B MpeAcepausx ¢ snu3onamu npenacepaaoro putma ¢ YCC ~50-100/mun YUCC:
neHb 54 — 128/muH (cpeansst 70/mMuH), HOUb 44 — 83/MuH (cp.~53/mMuH). CynpaBeHTPUKYIISPHBIC SKCTPACHCTOIIHI,
Bcero -1458. Kymnersr 30. Tpumietst 25. Dnuzonsl CB-taxukapaum ot 4 mo 16 QRS ¢ makcumaneHOM
UCC140/mun, Bcero 34. [lonuTOMHBIE XKETYAOYKOBBIE IKCTPACUCTONBI, Bcero 402, B T.4. HHTEPIIOIUPOBAHHbIE.
Kenynoukossie kymieTs! 12, tpumier 1. [lepuoanyuecku perucTpupoBalIuch KOMIEHcaTOpHbIe nay3sl > 2 RR-
naTepBainoB. B 08:25 smmzox xemynoukoBoit TaxuaputMun 3 7 QRS ¢ UCC 120/muH ¢ nay3oi Ha Beixone 2048
MCEK.

JnexkTpoHelipomuorpadusi: MeTomoM wurompuatoii DMIT wWcciaemoBaHBI UYETHIPEXTIIaBas MEIIIA Oezpa
(y1aTepainpHast 4acTh), A€IbTOBUIHAS MbIIILA ciieBa. 110 mosryueHHbIM pe3ynbTaTaM (CM. IPOTOKOJI) BBISBIISETCS:
cpenusis mmrenbHOCTh [IJIE camxena (-29%, -42%), B IeNbTOBUIHOI MBIIIIIE U B OTACIBEHBIX 3aIUCAX B MBIIIIIIC
Oeapa pPeruCTPUPYETCS MHOMATHYCCKAN MATTEPH; CPEHHSSI W MaKCUMasibHass aMImmuTyael [1JIE yBenmnueHsr B
MbIIe Oepa, B HOpME B MBIIIIIE TIeYa - yBeaudeH % nonndasubeix [1J1E; B mokoe perncTpupyroTces e AMHIYHbIE
[1® u 1TIOB B mbine 6eapa, 111D B Mplie mieda. 3akIr0UeHIEe: BHISBISACTCS MBIIICYHBIA YPOBEHD TOPAKEHUS
€O CJIa0OBBIPAYKEHHBIMU TIPU3HAKAMHU TEKYILET0 pacaaa MBIIICYHBIX BOJOKOH B MBIIILE Oepa.
JHK-auarnocTuka: B mMociieIoBaTEIPHOCTH 3K30Ha 5 reHa DES Oblna BeisBieHa 3aMeHa p.A337P (c.1009G>C)
B I€TE€PO3UTOTHOM COCTOAHUM. Hannune 3aMeHbl IOATBEPKIEHO KOHTPOJIBHBIM CEKBEHUpOBaHHEM 110 CeHrepy.
JlaHHast 3aMeHa OTHOCHUTCS K BEPOSATHO MATOT€HHOMY BapHaHTY.

3ak/0ueHue: y TAIUEHTKH ¢ TporpeccupyomumM cuaapomMoM JKMII uMmerorcs HECOMHEHHBIE MapKephI
FEHETHYCCKOW MpUpPOAbl 0O0Jie3HU: mepudeprudeckas Muonartus, nopsinieHne ypoBHs KOK, nanneie DHMI
(mepBUYHO-MBIILICYHBIA TN MOpakeHHs), MyTanuss B reHe DES, BepuUUMpPOBaHHBIH C HOMOLIBIO TpeX
BU3YaJM3UPYIOLINX METOJUK HEKOMMAaKTHBINA Muokapa JUK, Hanmuune MplmedHol ciabocTH y CTapIiero ChiHa.
Kpome Toro, ObicTpoe yxyamieHue cocTossHus Ha QoHe penunuBupyromux OPBU B nepuon ¢ 2011 rona,
BBISIBJICHHBIE B KpoBH crnienuduuecknii AH® u moBbieHHbIE TUTPBI AT K IPOBOASIIECH cUCTEME, OTCPOUEHHOE
HakoruieHue 1o aaHHeiIM MCKT n MPT cBuIETENbCTBYIOT B MONB3Y HMPHCOEAWHEHUS AKTHUBHOIO, BUpYC-
HEraTMBHOTO TO KpoBu MHOKapauta. C yderoM mepudepryeckoii MHONATHM HadaTa MOHOTEpPAIHs
azatronpuHoM 75 wr/cytku. Jlo ummuantanmuun CRT-D HasHaueH amMHOnapoH; B CBS3HM C YMEpPEHHOM
Opaaukapaueii 1o3a ero cHikeHa 10 200 Mr B cyTkH, duconposon orMeHeH A0 uMiutantauuu CRT-D. Tepanus
Bapdapunom ¢ yuérom HKM u cucronmmueckoit qucyHKIMK MPOIOIDKEHA, B CBSA3H C MEHOpparuei ImeneBoi
ypoBeab MHO cocrasmnser 2,0-2,5.

Kannaunvyecknii nmarno3: nepsuyHas (matoreHHas myrtanus B reHe DES) xapamomuonatvs (HEKOMITAKTHBIN
MHOKap]l JeBoro xenyaouka, penorun JKMII), nepudeprudeckas muonatus, cemeiiHast popma. XpOHUUECKHUHA
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MH(EKIMOHHO-UMMYHHBII MUOKapJUT CPEJHETSDKEIIOr0 TeUCHUS, yMEPEHHOH CTelleH! akTUBHOCTH. Hapymenus
pUTMa W TPOBOAMMOCTH CEp/Ilia: TMojHas OJoKama JIeBoW HOXKKHM Iydka ['wmca, mpexomsmas AB Omokama I
CTEINEHH, HaJDKEITyAO0UKOBas U JKeJIyJO0YKOBasl 3KCTPACUCTONINS, HEYCTOMYMBAs M YyCTOWYMBAs >KEJyIOYKOBas
taxukapaus. Ummnantanus CRT-D ot 25.05.2015r. Xponuueckas cepaeunas HepoctaTouHocTs IIA cramuu, 3
O®K. Bapuko3Hoe paciivpeHne BeH Majloro Tasa.

JleyeHue: nmepuHIONpUI 2,5 MI/CyT, CHMPOHOIAKTOH 25 MI/CYT, TOpaceMua 5 Mr/cyt, Bapdapus 6,25 Mr/cyr,
amuoaapoH 200 mr/ cyT (mpu UCC menee 50/MuH. IpreM MpomycKaThb, mociie ummiantauun CRT-D ormenuts),
azatuonpul 150mr/, Ouconposnon 1,25 mr 1 T yrpoMm - Bo300HOBUTH mpueM nocie umisiantaimu CRTD. Yepes
3 wmecsma nocine Beimucku umrmianTupoBad CRT-D. Azatwonpua oTMeHwma depes3 2-3 HEAeNnu M3-3a IJIOXOU
nepeHocuMocTr (Obomm B 3mWracTpud, BhIMAJeHWE Bojioc). [locme wWMIaHTaMu dyBCTBOBaja ceOs
YIOBJIETBOPUTENIBHO, OJBIIIKA M CIa0OCTh YMEHBIIMJIMCH. Uepe3 Mmojroaa mMocie WMIUIAHTAUH OTMETHIIa
TpéxkpaTHoe cpabarpiBanne CRT-D mo moBomy KT c maTepBaniom B 2-3 gus, puc. 3.38. C Toro BpeMeHH
OTMETHJIA HAPACTAHUE OJIBIIIKH, CITA00CTH, TIEPHOANICCKH OLTYIICHUE CePAIICONCHMS.

Ix0KT 4epe3 10 mecsauen: JOK yeenunuen, KJP 6,2 cm, MXKII 0,9 cm, 3C 1,0 cm, KO 126 mi, KCO 82 M, ®B
35%, dp\dt 826 mm prt.ct./c (N > 1200). Ha ¢one auddy3HOro CHMXKEHHS COKPATUTENBHON (QYHKIUH
onpexaensiercs runoakune3us MXKII ¢ yuactkom auckunesa B HuxHel Tpetu. JIIT 74 mo. II1 54 ma. TDK 2,1 em.
E/A 1,1. AP ner, mutpanehblil kiianan He u3Menés, peryprutauus I-11 crenenn. CIIJIA 23 MM pr.cT. B npaBbix
kaMmepax — sxocursan ot CRT-D.

[TanueHTKe PEKOMEHIOBAHO MPOIOJIKUTh pUéM auyBepa 10 Mr/cyT; BepoIInmupoHa 25 MI/CyT; IpecTapuyM S5
Mr/cyt, oucomnpoision 5 Mmr/cyt, kopaapod 200 mr/cyrt, BapdapuH 2,5 Mr/cyT; HaOJIOJCHUE KapIUOJOTOM H
HEBPOJIOTOM, 00ciIeJoBaHNe AeTeil B IUIaHe IEPBUYHON MHUONIATHH.

Sﬁ’ Medtronic Treated VT/VF Episode #72
i i

Deva: Protecta™ XT CRT-D DISATRM

Date of Inteogaton: 25

185458

Patient Davdova, Eiena N D Physician: Podolysk D

ATP Time Duration Avgbpm Maxbpm Activity at
Type Seq  Shocks  Success IDF  Dale  hhonm hhummass AV AV Onset

¥ T Yes 77 MNeE 16N 8 200207 Rest

Pucynok 3.38. a) 3xoKI' nanuentku ¢ HKM 1 nepBruyHoii Muonartueii; 0) 3anuch onpaBIaHHOI0
cpadareiBanust CRT-D.
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I''TABA 4. OBCYXIEHHUE PE3YJbBTATOB UCCJIIEJOBAHUSA

B nanHO# Ti1aBe OyIyT pacCMOTpPEHBI MpeUIoXeHHas KiauHudeckas kiaccupukanus HKM,
ocobenHoctn TeueHus HKM 'y OonbHBIX € pPa3sIMYHBIMM KIMHUYECKUMM (opMamu, poib
COIYTCTBYIOILIETO MMOKapAWTa, 3HAaueHUe pe3yibTaroB cpaBHeHus rpynnsl HKM u rpymmer IIT,
0COOEHHOCTH TPOTPECCUPOBaHMS 3a00JIEBAaHUS TPHU PA3TUYHBIX KIMHUYECKHX BapHaHTaX, BIHMSHUE
TEpanuy U BONPOCHI, KOTOPbIE TPEOYIOT AATbHEUIIETO N3yUEHUSI.

HKM ocraéres B HacTOAIIEE BPEMs HEAOCTATOYHO U3YyYEHHBIM COCTOSIHUEM, HET €IMHOTO MHEHUS
O €ro CyUIHOCTM — OTAEJbHAas JIM 3TO HO30JIOTHMSI WM CUHAPOM, BCTPEUAIOLIUICS MpHU JIPYrux
3a00JIeBaHUAX CEp/ILla M HE TOJIBKO; HET €AMHBIX KPUTEPUEB JUATHOCTUKH U OOIIENPUHSATHIX MTOIX00B
K JICYCHUIO U BEJCHUIO TAKUX MAlMEHTOB.

BoibImmm Heg0CTaTKOM SIBISIETCS] OTCYTCTBUE €IMHON KinHUYecKo kiaccudukanmu HKM.

4.1. Yro Takoe HKM? CamocrosiTe/ibHASI KAPAUOMHUONIATUSA WU (eHOMEH, CONMYTCTBYIOIIM i

APYroMy NMaToJIOTH4eCKOMY COCTOSIHUIO?

KitoueBbiM sBiISIETCA BONMPOC O CaMOM CYIIHOCTH HEKOMITAKTHOTO CJI0si MUOKapaa. Uto 3to?
CamocTosTenbHOe 3a001eBaHle MHUOKap/a, OJUH U3 (EHOTUIIOB IPYTUX KapIUOMHOMNATHH, pe3yiabTar
NaTOJIOTUYECKOTO  PEMOACTUPOBAHUA TPU Meperpyske o0bEMOM/IAaBIEHHEM WM  Pe3yJbTar
¢uzuonoruueckoir agantanuu? OTBET HA 3TOT BOMPOC AKTyaJeH BBUAY HEYKJIOHHO BO3pacTaroIeit
YacTOTHI BHISIBJIEHUSI HEKOMITAKTHOTO ¢J10 MUOKapaa. Eciu BHavasne coo6111anochk 0 4acTOTE BhISIBICHUS
HKM Ha yposne 0,014% [120], To uyTh Oosbiie ueMm uyepe3 10 jet 43% y4acTHUKOB HCCIEI0OBAaHUS IO
atepockiepo3dy MESA coorserctBoBasin MPT-kputepusam nins HKM B onnom cermente u 8% B aByX
cermeHTax [191]. O BBICOKO UYYBCTBUTEIBHOCTH M HHU3KOHM CIEMU(UYHOCTH CYLIECTBYIOIIUX Ha
JnaHHblii MOMeHT OX0KI'- u MP-kpuTepueB CBUIETEIBCTBYET BBICOKHMM TpOIeHT BhisiBIeHHs HKM
cpenu npodeccuoHanbHbIX cropTcMeHoB (8,1% u3 1146) [83], y 310poBbIX mpezacTtaButeneil agpo-
amepuKaHCcKoi u adpo-kapubckoi momymsiuuu [117], y 6epeMeHHBIX *KeHIIMH. B HacTosiee Bpems
MHOTHE HCCIIEI0OBATENN MPUXOAIT K MBICIM O CYIIECTBOBaHMM HCTHMHHOro cuHiapoma HKM nu
0eCcCHUMIITOMHOTO TMOBBIIIEHUSI TPAOEKYISIPHOCTH MUOKap/a, KOTOPOE MOKET HAOJI0IaThCS Y BIIOJHE
3I0POBBIX JIFOACH, W HEOOXOAMMOCTH WuX uéTkoro pasrpanunueHus [143, 196]. Kpynabimu
uccnenoBarensiMu B o6i1actu HKM nipoBoauTcest ananorust ¢ runeprpogueit muokapaa JOK — camo no
cebe ooHapyxenue runeprpoduu muokapaa JOK ve ropopur emié o Hanmmuuu [’ KMII. [Ipeamnonaraercs,
YTO KaK M TUIEePTpoPusl MHOKap/a, MOBBIIIEHHAs TPaOEKyJIIPHOCTh MOXKET Pa3BUBATHCS BCIEACTBHE

neperpys3ku cepna oobémomM/napnennem (Pucynok 4.1) [143].
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Cnoit HeKOMNAKTHOTO
MMOKapaa

l

Konnanc, cMHKone, apuTmuu, cepaeyHan HegocTaTouHOCTb
SneKTpokapauorpadus
Buayanusauna cepgua:
HekomnaKTHbIW CNoW NPeBoCXoasLWwMiA MO TONWMHE KOMNAKTHbIW,
TOHKMI KOMMNAKTHbIW cnoit
Pasmep JT}/cuctonmueckan gucdyHKumA
CemeWHbIM aHamHe3
leHeTUYecKoe TecTUpOBaHUe

KnuHuueckan KapTuHa.

HKM HKM HKM
HekomnakTHas MaTtonoruyeckoe O®uzmnonoruyeckoe,
KapAMOMMONATUSA pemoaen1posanme o6paTmoe pemogenvposaHme
(nasneHne/neperpyska o6bEmom) (cnopTcmerbl, 6epemeHHble)

Pucynok 4.1. IIlpyunabl HekoMIaKTHOTO (penoruna. Ilepeseneno u3 E. Oechslin [143]

ViyuiieHne BHU3yalM3UPYIOIIMX METOJAMK, BO3pacTaiomias OCBEIOMJIEHHOCTh Bpaueil B
otHomennn HKM Benér k omacHOCTH TrHNEpAMarHOCTUKHA UCTHHHOTO cuHApomMa HKM (HexkoTopsie
yuénble yxe Ha3piBatoT HKM «mponancom mutpansHoro kianana X XI Beka») [117] u mocnemyromiero
HEOIPaBJaHHOTO HaOMIofeHus M JiedeHus. B pabore V. Vergani U coaBT. MPUBOIUTCS AITOPUTM

nuddepeHIaIbHON TMarHOCTUKY TPU BBISIBJICHUH HEKOMITAKTHOTO cJiost Muokapza (Pucynok 4.2).

MNofospeHue Ha HKM

3XOKI
MPT cepaua
COMHUTENIbHO BbIMOAHAOTCA /1M KpUTEPUK
Moetop MPT+LGE HKM?
ECTb i1 «KpacHble dnarm»?
‘AHamHes UM KnuHKueckoe HabnoaeHHe? MoeBblweHHasa
MeHeTHUECKDS MCCNe0BaHHE —
IKT/XM TpabeKynapHocTb
MPT ¢ LGE
XCH PKeNyaouKoBbIE APUTMMK ToomGosmGon \ I
AB-/aHyTpiKe IyA0UKaEaA CUHKONE B aHaHMHEIE CHA2DS2-VASC CemeiiHbli
Bnokapa PaHHAA penonapu3auns MA aHaMHes
[Aunatauua JIK U cHitkeHne ©B,| 3T npu XM Cmkerme BB
HKIV-accounnposanble LaE+ LGE Cnopremen
myTaLwm
’L !¢
l HekomnakTHasa 7
HekomnakTHan HekoMnaKTHasA c HeKkomnaKTHbIA
KapaAMomMMonaTma OMHUTENLHO deHoTUn
kabanomuonarma :a MoMMONATIA PerynapHoe HabnioaeHne AKTHBHO® HaBNIOASHKE © Her HeofixogumocTh
PerynapHoe HabioaeHme erynapHoe e 1 neverie perynRpHbIMM AanbHediwero
MpodMAaKTKA H NeueHme MPOGUAZKTUKA U Neyetie OAK oficyaatorcs, ecan HeT MA win n 6.
XCH HENYOMKOBBIX APUTIMMATR om0 ACHUA, BCAU He
CHMNTOMBI

PucyHnok 4.2. Anroput™ 1MarHocTuky npu nogospennu Ha HKM
[TepeBeneno u3 V. Vergani [196]
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EnuHOro MHEHHS HET W MO TMOBOAY BO3MOXHOCTH OECCHUMIITOMHOTO TEUEHHUS HCTUHHOTO
cunapoma HKM («HEexkoMmakTHOM KapauoMuonaTimy). JIo cux mop CymiecTByeT NpeACTaBICHUE O TOM,
YTO JUArHo3 «HEKOMITAKTHAsI KapIMOMHONATHS» MOKET CTaBUTHCS TOJIBKO MPHU BBISIBJICHUH KPUTEPHUEB
HKM y 6onpabix ¢ ¢penorunom JIKMIIL. Bmecre ¢ tem, B juTepaType, OCOOCHHO MpU aHAIHM3E
JIOCTaTOYHO KPYIHBIX PErHMCTPOB, HEOJHOKPATHO OMUCAHBI MOArpyNIbl marueHToB ¢ HKM, koTopsrii
MPOSBISIETCS TOJBKO HApYLIEHUSIMU PUTMa WJIM BOOOIIE MpoTekaeT OeccMMNTOMHO. B kauecTe
MOJOOHBIX NMPUMEPOB B TMENUATPUUECKON MpPAKTHKE MOKHO MPHUBECTU PE3YJIbTAThl HCCIEAOBAHUS
amepukaHckoro menuarpuueckoro peructpa KMIT — y 35 u3 155 nmereit ¢ HKM Obin BbIsSIBICH
6eccumnromubsiiit HKM ¢ Hopmansroit @B. B nienom nporuo3 y aereit ¢ 6eccuMnToMHOR (GopMOit ObLT
Oosiee OnarompusATHBINA, 4eM y nereid ¢ codetaHHbIMH (eHoturmamu (JIKMII, TKMII, PKMII,
cMelIaHHbIi), HOo 2 u3 35 (6%) nereil ymepiu B TeueHUe S5 JIET MOCie MOCTaHOBKM auarnosa [34]. B
COBMECTHOH paboTe KUTAWCKUX U AMOHCKUX uccnenoBareneit 53,6% u3 97 aereit, y koropbix HKM Obin
TUATHOCTHPOBAH B Bo3pacte oT 1 romga mo 15 ner, B MomeHT BbisiBiieHuss HKM He mMenu HUKaKUX
KIIMHWUYECKUX TPOSBICHUA, HO C TojJaMu y HUX cTanm HaOmopatscss XCH, tpomoOsMOommueckue
OCJIOXKHEHUS, Ku3Heyrpoxkaronue aputmud [121]. B pabore K. Caliskan u coaBT. Obutn 00cCiie10BaHbI
poactBennuku manueHtoB ¢ HKM, y 156 denoBek Obu1 BoisiBIeH HKM, Geccummnromubiii B 68%
Clly4aeB, O JajbHEiIIeM HAaONMIOACHWM 3a HUMU He cooOmaercs [69]. B Hamem peructpe ecrtb
nanueHTsl, y kotopeix HKM Hukak He nposBisier ce0st kinHndecku. CoBceM HEOONbIIIOEe KOIUYECTBO
0eCCHUMIITOMHBIX MAllMEHTOB MOXKHO OOBSICHUTH OOpaIleHUEeM B KJIIMHUKY OOJBHBIX C KIMHUYECKUMU

ITPOSABJICHUSAMMU.

4.2. Knunnuyeckas kiaaccupuxamusa HKM

4.2.1. IlpeamecTByonue KIHHAYECKHE KJIacCHPUKAIUHM M NX IPOTHBOPEYHSI.

Ha mnpoTskeHUM TOCHEAHEro NeCATUIIETHUS TMOMBITKH KIACCU(PUIMPOBATh KIMHUYECKHE
nposieinernss HKM npennpuaumMaroTcst pasasiMu rpynmnamu yuénbix. B 2010 1. J. A. Towbin onpeaenun
paznuuHble KiauHUYeckue BapuaHTbl (moxrunbel) HKM [190], nsarteio romamu mo3jaHee 3Ta
KIaccudukanus OblIa UM JOMoTHeHa ¢ BbyieneHueMm 7 moarunoB HKM: uzonupoBannbsiit HKM JIK
(OGeccumnTOMHBIN BapuaHT ¢ HOpManbHOM dyHKmeit JDK, 25% cpeau nereit); usomupoBanusiii HKM
JOK c apurmusiMu; awataiioHHas, TUNEpTpodudecKas, cMelanHas, pecTpuktuBHas Gopmber HKM
JDK; HKM JDK B coueTtaHuu C BpOXIECHHBIMH IOPOKAMU CEpALA; IPABOXKEIYAOUYKOBBIA HIU
ouBeHTpukysipabii HKM [189]. HesaBucumo ot mepBoii pabotel J. A. Towbin, B 2012 1. Obl1
onyOJIMKOBaH COOCTBEHHBIM aHAIN3 KIMHUYECKUX TposBieHuid cuHapoma HKM y 25 B3pocnsix [5].

B nenmatpryeckoil MpakTHKe KiacCH(pHUKAIMSA BKIIOYAeT HM30IMPOBAaHHBIA (22,6% wn3 155 nereit
2
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¢ HKM), pgunarammonnbiii  (58,7%), runeprpodpuueckuii  (11,0%), pectpuxktuBHbii (1,9%)
U ipomexxyTouHslii (7,7%) dbenotunst [34]. B aBcTpuiickoM peructpe BBIIEIEHBI Te K€ 4 OCHOBHBIX

¢denotumna 6e3 pecTpUKTUBHOTO ¢ YacToTon 29%, 46%, 8% u 17% [176].

4.2.2. CoOcTBEeHHBIIl BADHAHT KJIMHUYeCKoi Ki1accupuxannn HKM.

MpI npeuiaraeM nepepaOoTaHHBIA U IOTOJHEHHBIN 10 cpaBHeHHIO ¢ 2012 1. BapHaHT Haluei

knnHnYeckor kimaccudukanun HKM y B3pocibix, pazpaboTanHbiid Ha 125 60IBHBIX:

I. Knaccnpukanms no KIMHAYECKHM BAPHAHTAM

1. BeccuMNITOMHBII BAPHAHT.

2. M301upoBaHHBIM APUTMHYECKHI BAPDHAHT (C MHOKAapAMTOM U 0e3 Hero):

* U30JIMpOBaHHAsl MeplareabHas apUTMUS;

* JKEIyJOYKOBas dKcTpacucTonus/HeycroitunBas XT;

» ycrorumBas JXT/PuOpusuiamus eiry104KOB/BHE3aIHAas CepJieuHasi CMEPTbh;

* COYETaHHE >KENyJOYKOBBIX U HAJKEIYyJAOYKOBBIX apUTMMIA;

* COYCTAaHWE HApPYIICHUH pUTMA U MPOBOAUMOCTH (O10KaIbl HOXEK, AB 6mokana).
3. Mluemn4yecKknii BApUAHT:

* MHKpPOBAaCKYJISIpHAsi CTEHOKapIusi (C MHOKAapAWUTOM U 0e3 Hero);

* uH(apKT MHOKapaa (3MOOTMYECKUN/ BCIEACTBHE MHUOKapAUTa/ aTepOCKIEpO3a);
* codeTaHHe MUKPOBACKYJIIPHON CTEHOKapAUU M UH(pApPKTa MHOKAPAA;

* unieMuueckue nposiBiaeHus npu coderanun HKM u koponapHoro arepockieposa.
4. Tpom003MO0IMYeCKUiIl BADUAHT

5. Cunapom IKMII («<HeKOMIIAKTHASI KAPANOMHONATHS»):

* C MHOKapAHUTOM;

* 0e3 MHOKapAWTA.

6. OCTpbIA/MOAOCTPBIA MUOKAPAUT Y 00JBHBIX C HEKOMIIAKTHBIM MHUOKAPIOM.

7. HekOMNIaKTHBII MUOKAPA B COYETAHUH C IPYTHMH KapAMOMHUONATUSIMHU/TIOPOKAMH cepaua:
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* ¢ runeprpopuyeckoil Kapauomuonatueil (U ee (PEHOKONMUAMHN);
* C PECTPUKTHUBHON KapAHMOMHOIATHEH (TMEPBUYHOM U BTOPUYHON);
« ¢ AJILK;
* C CHCTEMHBIMH MHUOAUCTPOPUIMH;
* ¢ kaHamonatusMu (cuHApoM ymnuHeHHoro uHTepBana QT, Bpyrana u mp.);
* Cc BpoXIeHHbIMH mopokamu cepama (AMIII, JAMIXII, cteHo3 1eroyHoi apTepuu U mp.).
I1. OTosornyeckue Bapuantbl cunapoma HKM:
1. IlepBu4HbIii (TeHeTHYECKH JeTEPMUHUPOBAHHDIN):
* TEHETHWYEeCKH BepU(UIIMPOBAHHBIM,
* TEHETUYEeCKH He BepU(UIIUPOBAHHBIM.
2. Bropuunblii (BeieacTBHE TSKeN0M JUCPYHKINH MUOKapaa)?
II1. Knaccudpukanusi o creneHd BbIPAKEHHOCTH HEKOMIIAKTHOIO CJIOS:

1. TloBbIimeHHasT TpabEKyISIPHOCTh MUOKapAa (COOTHOIIEHHUE KOMIAKTHOTO M HEKOMITAKTHOTO CIIOEB

Muokapza ot 1:1 mo 1:2).
2. HexoMmakTHBIA MHOKap[ (cooTHoLIeHue oT 1:2 u 6onee).

Hama knaccudukanus MOXET MOKa3aThCsl M3JIMIIHE MOAPOOHON NJisi PYTUHHOW KIMHUYECKOU
OPAaKTUKK, HO MBI CYMTAaeM, 4YTO, Heca B cebe OOJNbIIYyI0 CMBICIOBYIO Harpysky, OHa Oyzer
CrocoOCTBOBATH TITyOOKOMY MOHUMAHHIO BpauyoM ocoOeHHocTel Teuenuss HKM.

[To cpaBHEHHIO ¢ TIEPBOHAYAIBHBIM  BapHaHTOM B  KJIacCUPUKALUK  TMOSIBUICS
TpombosIMOonnuecknii BapuanT HKM, mpm kortopom neGroToM 3a00jieBaHHMS W TOBOJOM IS
oOcreoBaHUsI  CTAHOBUTCA TpoMOOAMOOJHMs, Oojee JeTaabHO PacCMOTPEHBI OCOOEHHOCTH
KIIMHUYECKUX TPOSBICHUNM B KAXKIOM BapHuaHTe, Jo0aBieHa pyOpudUKAIMS MO ITHOIOTHYESCKUM
BapHaHTaM U CTEMEHU BBIPAKEHHOCTH HEKOMMIAKTHOTO cJ0s. bonbHbIX ¢ kaHanonatusiMu 1 HKM mbl
MOYTH He HAOJII0AaNIn, HO B JTUTEparype ecTh omucanus coueranuss HKM ¢ cunnpomom bpyrana [57],
CUHAPOMOM yanuHeHHoro uurepBaia QT, cBs3aHHOTO ¢ MyTalHel B reHe 0-CyObeIUHUIBI KaTHEBOTO
kanama (KCNQI1) [119], u c oOyclnoBieHHON MyTaleil B TeHe KapAHAIbHOTO PHAHOIUHOBOTO
peuentopa (RYR2) momumop¢noil karexonmamuHepruueckoi Ttaxukapaued [17], mostomy Takue

BapHaHThl BHECEHBI M B HAITY KJIaCCU(UKAIIHIO.



137

[Ipu onpenenénHom cxojnctBe B moaxoaax K noxapasaeneHutro HKM Ha oTaenbHble BapUaHTHI
(CyOTHTIBI) M YaCTUYHOM COBIIAJICHUU dTUX BapuaHTOB Kiaccudukanuio Towbin oTinyaeT oTCyTCTBHE
umemudeckux ¢hopm HKM; moBbiieHHON TpaOeKyIsipHOCTH (KakK, BO3MOXHO, 00yiee MIATKOM (POopMBI
HKM); He ynoMuHaeTcsi MUOKApIUT, KOTOPBIA MOKET CYIIECTBEHHO YTSKENATh TeUCHHE OOJIC3HH W
3HAUUTENBHO YXYAIIATh MPOTHO3, U BO3MOXXHOCTh BTOPUYHOTO (mproOperénHoro) cuaapoma HKM.
Takxe He ynomuHaercsi Bo3MoxHOCTh couetaHus HKM ¢ AJIIDK wu xananonmatusimu. ['J1aBHBIM
oTiIMureM Kiaccuukanuu Towbin sSBISETCS pacCMOTPEHHE THIEPTPOPUISCKOTO, TUIATAITHOHHOTO U
pecTpuKTHBHOTO (heHOTUIOB Kak ¢popMm camoro HKM, B To Bpemst Kak Mbl CKIIOHHBI PACCMaTPHUBATh 3TH
cinydau kak coyeranue 1Byx KMII, nanpumep, HKM u I'KMII, HKM u A/IIDX u T. 1. u BblAenseM B
CBSI3U C 3TUM eANHYI0 (hopMmy (KIMHUYECKU BapuaHT) — codyeranne HKM c apyrumu nepBUYHBIMHU
KMII. Jlns TOYHOTO TMOHHMMAHHS 3TOTO BOMpoca TpeOyeTcs AaybHEHIIee H3ydeHHe OONBHBIX C
BBISIBJICHUEM HEKOMIIAKTHOIO C€JOsl Npu Haiauuuum Jpyrod nepBuuHod KMII u  mouck
reHO(DEHOTUMHYECKUX KOPPEISIIUU.

Hecomuenno, Bce mopdodynkmuonanbupie THNbl KMII umeror MHOro oOmero B cBoei
TeHETUYECKON ocHOBE — MpH Bcex ¢opmax KMII myTamuum ¢ BRICOKOM 4acTOTOW OOHAPYKUBAIOTCS B
reHaX cCapKOMEpHBIX OEIKOB, IPU ATOM HE CYLIECTBYET I'€HOB, a0COJIOTHO CIENU(UYHBIX TOJIBKO IS
onHor ¢opmel KMIIL. Ilpuumsbl pa3zHooOpasusi (EHOTHNUYECKHX TPOSBICHUH Pa3IMYHbBIX
CapKOMEPHBIX MyTalui, QyHKIIMOHATBHBIC MMOCIEACTBHUS PAa3HBIX THIIOB MyTAllMi B OJHUX U TEX JKE
reHaX MHTEHCHUBHO M3y4aroTcsi. OJHAKO €JMHCTBO T€HETHYECKOW IUIaT(GOopMbl BCE K€ HE CTHUpaeT
knaccuukannonnubix rpaned mexay JAKMII, TKMIT u PKMII. B stom psimy m HeKOMITakTHas
KapJIMOMUONATHs JIOJ>KHA, HA HAIll B3IJIAJl, COXPAHUTh CBOK HO30JIOTMUECKYIO CAMOCTOSITEIbHOCTb, a
HE PacCMaTpHUBATHCS B KAUECTBE «JIOBECKa» K OJHON U3 Ooiiee TpaaulmoHHBIX (Gopm. VM Hamuume
OECCUMIITOMHOTO, ApUTMHYECKOT0 M HineMuueckoro BapuantoB HKM, ycTaHOBIIEHHOE B HacTOSIICH
paboTe, TakKe CBHJIETEIbCTBYET B IMOJIb3Y €ro HO30JIOrMuYecKoil camocrostenbHocTu. C apyroit
ctoponsl, mpu Hamun# GerorunoB ' KMIIT, PKMII Henw3s, Ha HaII B3TJIs1, OTHO3HAYHO PACIICHUBATH
UX Kak npossieHne uckmounteabHo camoro HKM (kaxk 3to genaer J.A. Towbin). ToHKMX MeXaHU3MOB
dbopMUpPOBaHUS TOTO WM UHOTO (DEHOTHIIA Mbl HE IOHUMAaEM Jake MPU YCTAaHOBJIECHHBIX MyTalUsIX, U
IpaBUJIbHEE, HA Hall B3I, MOKa TOBOPUTH 0 coyetaHuu HKM ¢ Takumu sipkumMu U 04epyeHHBIMU
¢enorunamu, kak ['KMIT u PKMIIL. unaranmio ¢ mageanemM @B mpoimie oOBSACHUTH UCXOAS M3
ocobennocreit camoro HKM, B cBsi3u ¢ ueM Mbl u paccmarpuBaeMm JIKMII kak onuH u3 (EeHOTHIIOB
camoro HKM.

CnoxHocth knaccupukanuu HKM otpaxkaet TpyaHOCTH B KiacCHU(pUKAIIUH HEKOPOHAPOTECHHBIX
3a0osieBaHnuii MUOKapaa B 1enoM. B Poccuu Ha CerogHSAIIHHWI JeHb HET €IUHOW O(HUIIHAIBLHO
yTBep K aAEHHOH Kinaccudukarun HK3M, ncnonp3yroTcst HECKOJIBKO KiIaccu(uKauil — aMepruKaHCcKast

2006 1. [43], eBpomeiickas 2008 r. [36] u mocneansss moaudukanuu kiaccudukanuu H. P. [laneesa u
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®.H. ITaneesa 2008 1. [8]. OgHOMN M3 NOCIEIHUX MOMNBITOK YHOPSAAOUYNTh MHOIOYMCIIEHHBIE 3HAHUS O
npupoge HK3M sBnsercs knaccudukaims, omyOoJuKoBaHHAs TPYMIOW €BPOMEHCKUX aBTOPOB TO
pykoBoacTBoM E.Arbustini B 2014 1. u monyuusmias HazBanue MOGE(S) [25]. DOta ab6peBuatypa
o0o3HauaetT MophodpyHKuHOHATBHBIN (eHoTun (M), BoBI€UEHHBIE B MpoLiecc opraubl U cucteMsl (O),
rereruueckyto npupoxay (G), stuonoruto (E), craguto (S). Cpeau nepeunst MophodyHKIMOHATBHBIX
(EeHOTUIIOB €CTh U HEKOMIAKTHBIN, HapsSAy C JUIATallMOHHBIM, THIIEPTPOUIECKUM, PECTPUKTUBHBIM.
Henonnoe nonnmanue cynHoctd HKM, BO3MOXHOCTh BTOPUYHOW €r0 MPUPOJIbI WK CYIIECTBOBAHUE
HKM kak yHUBEpCaIbHOTO OTBETa Ha pa3HOOOpa3Hble NPUYMHBI OOYCIABIUBACT CIIOKHOCTH
onpenenenuss mecra HKM B Gonbiom criektpe HK3M B nenom u cpeau KMII B wactnoctu. C sToit
TOYKH 3PEHUS TaKOW MHOTOCOCTaBHOW moaxod K dopmymupoBke nmarHoza HK3M, kak B
knaccudukanmun MOGE(S), monmHOCThIO onpaBnan ocobeHHo B ciaydyae HKM, kornma Mb1 He yBepeHbI

MOJTHOCTBIO B HO30JI0THUECKOM eAnHCcTBe (penomena HKM.

4.2.3. IlouemMy He00X0AMMO BbIeJIeHHEe KIMHHYecKUX BapuanToB HKM?

Kak yxe roBopmioch, OGompHble ¢ HKM rocnuranusupoBanuch K HaM B KIHHHKY C
pa3HOO0pa3HBIMHU Kan00aMH, B Pa3HOM M0 TSKECTH COCTOSHUU (OT MPAKTUUECKH MOJTHOTO OTCYTCTBHS
cumnitomoB a0 kKaptuabl XCH 4 ®K nmo NYHA), ¢ pa3HbiMu BXOIHBIMU AuarfHo3amu. CI0KHOCTh
nocraHoBku auarnoza HKM ¢ momomisio camoro noctynmHoro Metona uccienoBanus — IxoKI (u3-3a
[IOpPOM HEAOCTAaTOYHOW OCBEAOMIIEHHOCTH BPadyey-AMarHOCTOB, HE BCErAA XOpOIUECH BU3yalM3alUuu
MHUOKap/ia, MPHUBOJALICH B TOM YHCIE€ K HETOYHOCTH H3MEPEHUI COOTHOIIEHUS KOMIIAKTHOTO H
HEKOMITAKTHOTO CJI0EB) 00YCIOBIMBAET BAXKHOCTh 3HaHM Bpada o auarHoze HKM u 06 ocobeHHOCTSIX
ero nposiBinenuii. Hanenennocts Bpada Ha uckiaoueHne HKM He TOnbKO y OOJBHBIX C CHHIPOMOM
JKMII u ¢ XCH, HO 1 y OOJNBHBIX C apUTMHUSAMH 0€3 HapyIIEHUs] CUCTOJIMYECKON (PYyHKIMN MHOKap/aa
JIK, y 6onbHbIX ¢ kapTuHOU MBC/mHbapkToM MHOKapaa mpu HEU3MEHEHHBIX KOPOHAPHBIX apTEPUsIX,
y 6ombHbIX ¢ BIIC, ¢ OTArOmMEHHBIM TO KapJAMOMHUOIATHAM CEMEHHBIM aHAMHE30M, 3aBHCHT OT
OCBEJIOMJIEHHOCTH O CYIIECTBOBAaHUHM PAa3JIMYHBIX KJIMHUYECKUX BapuaHToB ((popm/cueHapuen
nuarnoctuky) HKM.

[Tepeuncium  em€ pa3 wimHudeckue Gopmer HKM: OGeccumnrToMHas, apuTMudeckas
(«ummonaTudeckue» aputmuH ); umemudeckas («MbCy»), HKM u cunapom JIKMII, HKM y GonbpHBIX ¢
octpeiv/mogocTpeiM Muokapautom, HKM B coueranuu ¢ apyrumu KMIL. 3a Bpems nabmopeHus
(cpennuii cpok y OombHBIX ¢ OeccumnToMHBIM HKM 24 Mmecsinia) y OONBHBIX ¢ OECCHMIITOMHBIM
BapuantoMm HKM He oTMedeHo mnpu3zHakoB HapacTtanuss wid mnosieneHus XCH, nHapymenuit

put™a/mpoBoauMocTH. Kak 1 B cirydasix O0JIbHBIX C IPYTUMHU KIMHUYECKUMH (HOpMaMH, HEOOXOIUMO
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JMaNbHEeWIee HAOMIOJACHUS 33 HUMHU JJS TOATBEPKACHHUS MPEANONIOKCHHS O CTa0WIBHOCTH
kinandecknx popm HKM Bo BpemeHn.

Haubonee Tsk€nbIM MO CTENEHU CHMXKEHUS cuctoinndecko QyHkuuu (cpenusis OB 27%),
KITMHUYIeCKUM rposiieHusM (B cpeqaem 3 @K XCH, XT y 66,7% GonbHbIX, HEKpOo3 Muokapaa y 40%,
TpoMboaMOoIueckue ocnoxHenus y 53,3%) u ucxogam (cmepth B 33,3% citydaes, TpaHCIUIAaHTALIUS
cepaua B 6,7%) 6bu1 Bapuant couetanust HKM ¢ ocTpbIM/Tog0CTpbIM MUOKapIUTOM. B 3T0ii ke rpyme
otMeueHo yayumenne @B Ha dhoHe MpoBOAMMON KapAHMOTPOTTHOM M 0a3MCHOW MMMYHOCYITPECCUBHOMN
Tepanuu Muokapaura (25,5% vs 37,2%, p = 0,005).

Ocoboro BHHMMaHusA 3aciyxuBatoT coderanuss HKM ¢ wuHbBIME (HE AWJIATAI[MOHHBIMH)
denotunamu — 'KMII, PKMII, a Taxke AHAITK, denokormusmu 'KMII u muomarusimu. B Hamei
paboTe Takue NalMeHThl 00beauHeHbl B oaHy mnoarpynny — HKM B coueranuun c apyrumu
npeumyIiecTBeHHo nepBuyHbiMU KMIT (uckimrodenue coctaBisier cydai moctirydeBoit KMIT). B atoii
noarpynmne (Tak ke, Kak U B HauOolee TKENON MOATPYNIE MAIMEHTOB C OCTPBHIM/TIOJOCTPHIM
MHOKApJUTOM) TMOKa3aTelh CMEPTHOCTH OBLI BBIIIE CPEIHEro mokasaress mo Bceil rpynne HKM u
coctaBui 24,1%; Bblllie, 4EM B OCTAJILHBIX MOATPYMIAaX, OKa3alach U YaCTOTa TPAHCIJIAHTALIMU CEpALa
(13,8% Oo0nbHBIX W3 MOATPYMIBI), Y TPETHU MHAIMEHTOB MPOCIEKUBAJICS OTATOLIEHHBIA CeMEHBIN
aHaMHe3, CPE/IM MAIMEHTOB C BBISBJICHHBIMU MATOTC€HHBIMU MYTAIMSMH MOJABIISIONIEe OOIBITHHCTBO
HAxXoJIATCS B 3TOM MOATPYIIIIE.

CI10KHO ONPENENNTh, YTO JIEKUT B OCHOBE TAKUX COUYETAHUM — JEHCTBUTEIBHO COYETAHHUE JBYX
nepBuuHbIX KMII nunu equnas KMII co cmemanubimM denotunom. Emé B camom Hawame 21 Beka
aBTopamu N. Bowles, K. Bowles u J. Towbin ©Obu1a pa3pabortana “rumote3a o0Iero marorenesa”
KMII, B koTopoii mpenmojaraioch, YTO NPUYMHOW cxoxero ¢eHotuna pasueix KMII sBisercs
CTPYKTYPHO-(YHKIIMOHAIBHOE CXOJACTBO MOBPEXAEHHBIX MYyTallMsIMH OEJIKOB, Ha OCHOBAaHUHU YETrO
OBLTH BBIJICIICHBI TPYIIIBI CAPKOMEPOIIaTHi, HOHHBIX KaHAJIONATUH, 1uTockeneTomaruii [29]. Jlo cux
nop 6e3 oTBeTa OCTAaETcs MHOTO BOIPOCOB OTHOCHUTENIBHOM (PEHOTHIUYECKON IKCIPECCHH OHOTO U
TOTO K€ reHa. MyTaluu B OJJHOM U TOM e T'€He NMPUBOIAT K pasHbIM ¢eHoTunam/KMIIL. Myraruu B
renax ACTC, DYS, GLA, LDB3, LMNA, MYBPC3, MYH7, TAZ, TNNT2 MoryT npuBOJIUTh HapsILy
¢ AKMII/T'KMII k HKM [180].

B namem peructpe coueranue HKM c I'KMII BbisiBiaeHO y 9 manueHTOB, Y TPOMX W3 HHUX
noaTBepxeHa mytaust B rene MyBPC3 u y onnoro oonapyxen VUCS B renax MyBPC3 u ACTC.
Brnepssie coueranne HKM y marmmmenToB ¢ 'KMIT u PKMII 65110 onucano B 2006 r. B nccnenopanuu
73 marmmenToB ¢ HKM I'KMII 6s1na BeisiBiieHa y nBoux u3 HuX, PKMII y omnoro (y 6ompmmuacTBa HKM
couetanics ¢ JIKMII), aBropamum ObUT caenaH BbBOA O ToM, 49tro HKM sBnsercs muib
MOp(hOIOrHUeCKUM MPU3HAKOM, a He camocTrostensHoit KMII [50]. B nureparype ects enié onucanus

couetanust HKM u 'KMII — roHoma 19 net ¢ sxanobamu Ha cepiiieOMeHNe U OJIBIIIKY, C OTATOMEHHBIM
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ceMeliHpIM aHamHe3oM (Opar mepexun BCC B 16 ner, moarBepxnénnas ['KMII y ky3sena),
nByctBopuathiM AK, camxkenuem @B JIK no 42%, nuarnossl noareepkaeHs npu 3xoKI' u MPT (puc.)
[108], n myxxunna 70 JieT, TOCTYNUBIINKA B KIMHHUKY B CBSI3U ¢ MOHOMOp(dHOH yctoitunBor XT, ¢
BriepBblie BblsiBIeHHbIMU HKM u I'KMIT [112].

Ectb onmcanus cemeit, rae onuu poactBeHHHKH crpagaiu [KMIL, a y apyrux oOHapyKuBaiu
HKM [50, 53, 67], B paboTe ke kutaiickux yuéHbix 2014 r. BnepBbie ObUTH OTTMCAaHBI CEMEUWHBIE CITydan
couetanust HKM u I'KMII - cembst u3 30 poncTBeHHUKOB, 1€ y 1BouX Obiia BeisgBieHa [ KMII (18%),
y 1 — HKM (9%) u coueranue 'KMII u HKM y 8 dgenmoBek (62%) [109]. UccnenoBanue 3Toit
POIOCIIOBHOM MPOAEMOHCTPUPOBaNO mpakTuuecku 50% 3a0071eBaeMOCTh CPEeId IOTOMCTBA, OTCYTCTBUE
pa3nuuMii B TEHAEPHOM COOTHOILIEHWU 3a00JEBIIMX, YTO CBHUJAETEILCTBYET 00 ayTOCOMHO-
JOMHUHAHTHOM THUIIC HaclieloBaHus, HamOojee xapakTepHbiM Kak it HKM, tak wm mos ['KMII.
HecmoTps Ha IMPOKMIA CIIEKTP KIMHUYECKUX MPOSIBICHUH OT 6ECCUMIITOMHOIO TEYECHHUS 10 3aCTOMHOM
XCH, ¢enorun y Bcex poJICTBEHHUKOB ObUT CX0XKHUM — Halle Bcero Habmoaamuch runeprpodus MXKII
¥ HEKOMITaKTHBIM Muokapy 6okoBoi crenku JIXK. JIHK-muarHoctuka He mpoBoawmiiack. B kpymHom
rOJITIaHACKOM peructpe npu obcnenoBanuu 216 mammentoB ¢ HKM y neBsitepbix OBUIO BBISBICHO

coueranue HKM ¢ I'KMII [33].

a) Ha MPT cepjnia npejicTaBieHa runepTpogHs
HIKHe-0a3aIsHoro cermMenTa Muokapa JIK (A) u
munaramus JIIT (B).

©) Ha MPT BrHa IBYCIOIHAS CTPYKTYpa JaTepaabHOI CTEHKH
muokapra JUK (A) 1 COOTHOIIEHIE HEKOMIIAKTHOTO CII0A K
KOMIIaKTHOMY CJIOK paBHoe 2.3 (B)

Pucynok 4.3. MPT cepana nanmuenta ¢ coueranueM HKM u I'KMII [108]
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Onucanus coueranust npusHakoB HKM n AJIIDK B nurepaTtype kpailHE HEMHOTIOYMCIIEHHBI.
EnuHunuHbIe cllyyan TaKOro COYETaHWs OMUCAHbl TYPEUKUMH UCCIEI0BATEISIMU Y MOJIOABIX JIFOAEH 25
7eT (C CHHKOMAJIBHBIMH COCTOSIHUSIMU BeleacTBue yctonuuBbix JKT) u 27 ner (¢ AB 6mokamoit 11
crenienu) [26, 193]. Hcnanckue aBropbl oOHapyxumium HKM y nsaTu 4YenoBek Npu MPOBEIACHUU
o0cIie1oBaHUs TPOUX HEpoAcTBeHHBIX MpobanaoB ¢ AJIIDK u 15 unenoB ux cemeit, y Bcex 18 yenoBex
Obl1a BhIsIBJICHA HOBast myTtanus B reHe DSP ¢.1339C > T, Ha ocHOBaHWUM 4ero aBTopaMu OBLI cleaH
BBIBOJI O TOM, 4YTO JaHHas MyTauus accouuupoBaHa ¢ couetanuem HKMII u AJIDK [46]. CTout
OTMETHUTB, UTO B Halel padore cpeau nanueHToB ¢ coueranneM AJIIIK u HKM (n = 8) y aBoux Ttakxke
BbIsABJIeHa MyTauusi B reHe DSP. B mosibckoil paboTe onucanbl 9 NanueHTOB ¢ BXOAHBIM THArHO30M
AJIITK, y xoTopbix mo3:xe 0bu1 BeisiBiIeH HKM, ncxons u3 yero aBropamu ObUT CAENIaH BBIBOJ O TOM,
y10 HKM nmutuposan AJIIDK. Bo3moxknocTts coueranus AByx KMII ne paccmarpuBanacs, xots HKM
He o0BsicHseT aunataruio [DK, omucannyro y Bcex 9 manueHToB, MO3TOMY, BO3MOXHO, B 3TOH TpyIIe
MalyeHToB Takke Obun couetanuss HKM u AJIITTK [103].

B 2019 r. B pabotre omHOW M3 caMbIX aBTOPUTETHBIX Tpynmn wuccienoBareneii HKM mon
pykoBoactBom C. Stollberger mpuBeneHsr pe3ynbTaThl Habmogenus 273 mamuentoB ¢ HKM
(kpynHeWmmii Ha cerogHs peructp mamueHToB ¢ HKM). ITlamuenTsl pa3geneHsl Ha Tpynmbl B
COOTBETCTBUHM C (PEHOTHIIOM — IMJIATALIMOHHBIM, TMNEpPTPO(PUUECKHii, CMEIIAaHHBII 1 HOPMAJbHBIH,
aBTOpaMu TMOAYEPKUBAETCS, YTO OHU HE CTaBWIM cede 3ajady pas[eluTh NalHeHTOB C
nuiaTarmoHHbeIM/TutniepTpoduaeckum BapuanTom HKM u couerannem JIKMII/I'KMII ¢ HKM BBuay
OTCYTCTBHS YETKUX KPUTEPHUEB IS MO00HOTO paszneneHus [176]. Takoi moaxo B KaKOW-TO CTENEHU
MOXO0K Ha MpeajokeHHoe Hamu mnoxapasnencane HKM Ha knuHMYEcCKHe BapHUaHTBl U MOXKET OBITh
OIIpaBJaH B HACTOAIIEE BPEMs, KOTJa y HaC HET YETKOT0 MOHMMaHMs Ho30J10TnuecKoil cymuocty HKM

Y €ro B3aMMOOTHOIIEHUH ¢ ApyrumMu nepBuuHbiMu KMII.

4.3. IloBbimennas Tpadexyasipuocts JI’K — BapuanT Hopmbl uim msarkas ¢popma HKM JIK?

OnHOI M3 3a7ay HAIEro MCCIeNOoBaHMs Oblla OLEHKA Pa3Muuii B KIMHUYECKOW KapTHUHE H
ucxonax y 6ompabix ¢ HKM u ¢ I1T JDK. Ha cerogusmamii nens rpanuneii Mexxxy HKM u I1T sBisercs
COOTHOIIICHUE HEKOMITAKTHOTO CJIOSl K KOMITAKTHOMY OoJiee min paBHoe 2 (mipu npoBeneHnn IDXoKI')
nmn 6onee 2,3 (mpu MCKT/MPT). Kimuanueckux kpurepueB mist nuddepennuanun HKM u I1T B
HACTOSAIIEE BPEMs HE CYLIECTBYET.

IIpu cpaBHEHMM HCXOIHBIX OCHOBHBIX OXOKI' mapamerpoB y maumentoB rpynnsl HKM u
rpynsl [IT gocToBepHBIX paznuuuii He 0OHapykeHo, Npu cpaBHeHUH DK -mpru3HaKOB BBIABICHO, YTO
y 60onpHBIX ¢ HKM noctoBepHO yalie BCTpedaroTces HU3Kui BoibTak QRS B cTaHAapTHRIX OTBEIEHUSX

(12,8 vs 2,2%, p = 0,049) u HemocTaTouHOE HAapaCTaHWE aMIUIUTYJBI 3yOIIOB R B mpaBbIX IpyIHBIX
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orBeneHusx (32,0 vs 13,3%, p = 0,02). IManuentst ¢ HKM game ctpagamu XCH (83,2 vs 60,0%,
p=0,002) u y Hux yame ciaydaics Hekpo3 muokapnaa (16,0 vs 2,2%, p = 0,016). [Ipu ouenxe
oTHocutenbHoro prucka HKM dbopmanbpHO iposiBui cedst kak paxtop pucka pazsutust XCH (OP = 1,38,
95% AU: 1,07 — 1,78), Ho yuutsiBasg Havyaso 95%J11 1,07, 3To BIusiHME HENb3sI Ha3BaTh CHIIbHBIM. B
OTHOLIEHUH HEKPO3a MUOKapAa ycraHoBieHo, 4To HKM He okazan BnusHus Ha ero passutue (OP =7,2,
95%U: 0,99 — 52,11). JlocToBepHBIX pa3Inyuii B 4acToTe TPOMOOIMOOIMYECKUX OCIOKHEHU,
JKEITyJOUYKOBBIX HAPYIIEHUM PUTMA, KOTOPBIE CUUTAIOTCA «KJIaccuuecKuMmu» rnposisieHussMu HKM, ne
BBISIBJIIEHO, KaK U HE BBIABIECHO pa3ianuuii B yactote BcrpeyaeMoct BIIC. ITlpu cpaBHeHnn nanueHToB
¢ aputmuueckuM BapuantoMm, ¢ JKMII u ¢ ocTpeIM/IOIOCTPHIM MHOKApAMTOM B 00EUX Tpymmax
JIOCTOBEPHBIE PA3IUYUsl OOHAPYKEHBI B «apUTMUYECKOM» BapuaHTe, - y 0onbHbIX ¢ HKM Obina Huxke
ucxonnas OB (53,2 + 8,8 vs 59,7 + 8,3%, p = 0,050) u ygame BcTpevancs HU3KuUK BombTak QRS Ha
OKT (26,3% vs 0, p=0,053). B BapuanTax ¢ JIKMII u ocTpbIM/TIOJOCTPBIM MUOKAPIUTOM JOCTOBEPHBIX
pa3Muuil B CTPYKTYPHBIX apaMeTpax U KIMHUYECKUX MPOsBICHUAX Mexay 6onbHbiMu ¢ HKM u 1T
BBISIBJICHO HE OBLIO.

bonbubie ¢ HKM ymupanu nocrosepno yaie (14,4% nportus 2,2%, p = 0,027), HO npu onieHKe
OTHOIIICHUS PUCKOB HACTyIUIeHHs] cMepTu B Tpynme 60ibHBIX ¢ HKM u rpymnme 6onpabix ¢ 11T G110
nosny4yeHo 3Hauenue OP 6,52 pu 95%/11 0,89 — 47,86, uTo He MO3BOJISET OJTHO3HAUHO C/IENATh BHIBOJ
o HKM kak o dakrope pucka cMepTH, TakK K€ KaK U JJIs TPAHCIUTAHTAIMU CEepAlla U CyMMapHOTO
MoKa3aTteisi CMepTh + TpaHcIiaHTalus. Ha ocHOBaHMM 3TOr0, MOXKHO CJIeNIaTh BBIBOJI, YTO PA3JIUYUs B
KIMHUYECKUX TMpOsIBICHUAX (Kpome wyacToThl pa3BuTusi XCH) u umcxomax 3a0ofieBaHUS MEXKIY
nanuenTamu rpynnsl HKM u rpynns! 1T He gocturinu cratuctuueckoi JOCTOBEPHOCTH.

[IposiBnenus HKM u Muokapauta Bo MHOTOM OYE€Hb CXOXH, MO3TOMY MPOBEJIECHO CPAaBHEHHE
0oJbHBIX ¢ M3oJupoBaHHBIM (6e3 Mmokapauta) HKM u GonpHBIX 0e3 Muokapauta B rpynme IIT.
O6napy>keHa goctoBepHo O6oiiee Bbicokast yactora XCH mpu HKM (78,9 vs 38,9%, p= 0,003, OP=2,03,
%95 I 1,12 — 3,67), Beimie 6butn e€ cragust (IIA[ITA] vs 0 [0; ITA], p=0,011 ) u ®K XCH (2,0 [1,0;
3,0] vs 0[0; 2,5], p=0,018).

[Touemy pasznuuuss B KIMHUYECKHX MPOSABICHUSAX (XKEIYyJAOYKOBBIE HApYLICHUS pPUTMA,
TPOMOOIMOOIMUECKHE OCIIOXKHEHUsT) Mexay mamueHTamu rpynmnsl HKM u rpymmer 1T okxazamuck
HepocToBepHbIMH? [lombITaThCS OOBSICHUTH ATOT (PaKT MOMXKHO HECKOJBKUMHU TMPUYMHAMU -
OTHOCUTENILHO HeOobmas YuCiIeHHOCTh Tpynmbl [IT He mo3BomMia MPOSIBUTHCS KAKUM-TO
3akoHOMepHOCTsIM; ¥ B Tpymnrne ¢ HKM u B rpynme ¢ IIT Gonee dem y MOJOBUHBI TAIlMEHTOB
JTUArHOCTUPOBAH CYIIECTBEHHO YTSIKENAIOMNN TeueHue 3a001eBaHMsI MUOKapINUT; BO3MOXKHO TaKxKe (U
3TO Haubosee BakHoe 00bsAcHeHHe), uro rpanuta mMexxay HKM u IIT He cronp Ge3ycioBHa, U OHU

ABJIIFIOTCA pa3JIMYHBIMU CTCIICHAMU BBIPAKCHHOCTH WJINM CTAAUAMU OAHOTO ITpOoIecca.
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[Tpennonoxenus o IIT kak o 6onee markoit popme HKM Berpeuatorest B ureparype [141].
JlocToBepHas pa3HUIIA B CMEPTHOCTH TAK)KE€ HE MOXET IMOJIHOCTHIO UCKIIOUUTH MPEANOI0KEHUS, YTO
IIT — »T0o meHee BwIpaxkeHHas creneHb pa3BuTus HKM. CxoxecTb KIMHUYECKHUX MPOSBICHUN M
Hen30ekHast CyOBEKTUBHOCTh BHU3YAIM3UPYIOIIMX METOJOB HCCIEAOBaHHs, OCOOCHHO IIpHU
UCIIOJIb30BAaHUN METPUUECKUX KpuTepues, nenaroT pasaeneHne HKM u IIT noBonbHO ycnoBHbIM. B
nosib3y rumnote3bl o [IT kak o 6onee msarkoit hopme HKM roBopuT BO3MOKHOCTB BBIICTICHUS TEX KE
KJIMHUYECKUX BapuaHToB, uTo U npu HKM, ¢ HemMHOro oTiMuaronmmces pacrpeeseHueM Mo 4acToTe.
Heo6xonumo nanpHeimee HaOMOCHNUE 32 MAlUEHTaMU OOCUX TPYMIL, B TOM YHCJE U JUIS OLICHKH
JUHAMHUKU TOJILIMHBI HEKOMIIAKTHOTO Cj10s MUOKapzaa y nanueHTtoB ¢ IIT u cocTosHMs mauueHra.
HecomHeHHO, 9TO CyIIECTBYIOT HEOAHOKPATHO COOOIIIaeMbIe B TUTEPAType ciydan aganTarmonHou [1T
i gaxe HKM (y cnoprcMeHOB, OepeMEHHBIX, JIIOACH FOKHOAPPUKAHCKOTO IPOUCXOXKICHUS),
[I0O3TOMY O4YE€Hb BAXXHO OLEHUBATh PE3YJbTaThl BHU3YAIU3UPYIOIIUX METOJOB HCCIEJOBaHUS B
COYETaHUH C KIIMHUYECKOW KapTUHOW M CeMEHHBIM aHAMHE30M, YTOOBI PEIIUTh BOIPOC O TOM, SIBJISIETCS
mu HKM (mmu IIT) B KaxIoM KOHKPETHOM CiIy4dae CaMOCTOSITEIIbHBIM 3a00JI€BaHUEM WIIU

AMu(PEeHOMEHOM.

4.4. Pesyabtatel JHK-1narHocTHKH U poJib reHeTHYeCKNX (AKTOPOB NPH Pa3JINYHbIX

kanHn4Yecknx Bapuantax HKM u IIT.

[To Mepe HakorIeHHs CBeIEHUH O reHO()EHOTHIHYECKUX Koppemsuusx y nanuentoB ¢ HKM
BO3pAacTaeT 3HaAYMMOCTh I'€HETHYECKOro KoHcynbTupoBanus u JIHK-nuarnoctukm mms onpeneneHus
npornoza HKM y manmueHTOB M WX pPOJCTBEHHHKOB, XOTS MHOTHE JKcmepThl B obmactm HKM
HAcCTauBalOT HAa TOM, YTO MPUYMHHO-CIEACTBEHHYIO cBsA3b Mexxay HKM u HKM-accounnpoBanHbiMu
MYTalUSIMH €II€ TOJIBKO MPEACTOUT Aoka3aTh [ 176]. CornacHo nanueiM paboTsl van J.Waning u coasr.,
denotun HKM wu oOnapykeHHass maroreHHass myrtanus omnpeneistor denotun KMIT u TsxecTh
3a00JIeBaHuUsl y POJICTBEHHUKOB. B BbIllIeHa3BaHHOM HCCIICJOBAHUU MOYTH y MOJIOBUHBI MMallUEHTOB C
n3zonupoBaHHbIM HKM BBISBISUIIMCH NATOTEHHBIE MyTallMM, IPEUMYIIECTBEHHO B TOJIOBHOM JOMEHE
rena MYH7. Haubousee sxe yacTbiM (peHOTHIIOM B 3TOH KoropTe (n=216) okazanocs couetanue HKM ¢
JKMII, accouunpoBaHHoe ¢ MyTalusaMu B XBocToBOM JomMeHne reHa MYH7 u B rene TTN, nanueHTsl ¢
TakuM (EHOTHUIIOM OTIMYAINCHh Oojiee BBIpaXEHHON cucToyimueckor muchynkmuedt JOK n xymmmm
nporao3oM [33]. ¥ mauueHTOB ¢ MyTalusiMH B T€HaX HECAapKOMEPHBIX OenkoB (Jaiie Bcero DSP, DMD)
CMEpPTHOCTh M YacTOTa TPAHCIUIAHTALMHU Cep/la OKa3alIKuCh TOCTOBEPHO BBIIIE, UM Y MAIUCHTOB 0e3
myTauuid. TakuM oOpazom, HaJlMyMe MaTOTeHHBIX MyTalil B reHaX HECapKOMEPHBIX OEKOB MOXKHO

paccMaTpuBaTh Kak MPEIUKTOP HEOIAronpusaTHBIX Ucxoa0B [40].
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Korma onHa u Tta xe cemeiiHass Mytauust npuBoauT Kk passuturo JJKMII ¢ HKM y ogaux
poactBennukoB u Kk JIKMII 6e3 HKM y apyrux, nepsuunas npupona HKM mosxer ObITh OABEprHyTA
COMHEHHI0. B Takux ciaydasx HeoOXoauMo YTOYHHTH MexaHu3M pa3Butus HKM c¢ ocoOeHHbIM
BHUMaHUEM K JOTIOJIHUTEIBHBIM TeHETUIECKIM WU HereHeTu4eckuM (akrtopam [33].

B Hameit paboTe mpu CpaBHEHUHM KIMHUYECKUX, CTPYKTYpPHO-(PYHKIIMOHAIBHBIX TAPaMETPOB U
OCHOBHBIX KOHEYHBIX TOYEK Yy IMalUEHTOB C BBIBICHHBIMU MaToreHHbIMM MyTauusmu B HKM-
accouuupoBaHHbIX TeHax (n = 12, 35,3% mnauuentoB ¢ nposeaéunoil JIHK-numarnoctukoit) u y
MAIUEHTOB, Y KOTOpbIX mpu mpoBeaeHun JJHK-muarHocTuku myTanuii BeISIBICHO HE ObUTO (n = 22,
64,7%) cTaTUCTUYECKH IOCTOBEPHBIX pa3Iu4Mi He BbIABIEHO. IIpu npoBeneHMM CpPaBHUTEIBHOIO
aHajM3a JaHHBIX MOArPYMI ObUIH UCKIrOYeHBI arueHThl ¢ VUCS. XoTa MOXXHO TPEANoiIoKUTh, 9TO
BesiBNIeHHBIH VUCS B rene MyBPC3 y moru0mieit Bckope mociie TpaHCIIaHTAIlMK cepiia 00JIbHOU C
HKM u paBHOMepHOI runiepTpodueis Muokap/a 6e3 mpu3HakoB 0OCTPYKIMHU (IIpe/roiaranach 00ie3Hb
HAaKOIJICHWA) W MHOKApAMTOM Ha (OHE TIepHeTUYeCKOd MHUKCT-UH(EKIHUH C BBICOKOHM goneit
BEPOSATHOCTH SIBJISIETCSI MMAaTOT€HHBIM BapHaHTOM, OCOOCHHO YYHUTBIBAas OTSTOIIEHHBIM CEeMEHHBIN U
akymepckui anamues (BCC otma u cmepth pedbéHKa B poaax). TOYHO Tak kK€ U Y APYTHX MAIUEHTOB
VUCS w™oryr ObITh mepeBelNeHBl B  pa3ledl MaTOTeHHBIX MyTalldid 10  pe3yJibTaraM
OMOMH(OPMATHUECKOTO aHAIN3a, KOTOPBIM MTPOA0IKACTCS.

VY 1nos10BUHBI OOJBHBIX ATOr€HHBIE MyTalluK ObUTH BBIsIBICHBI B TeHe MyBPC3. MyTanuii B reHe
MYH?7 ne nabmonanoch, Tonbko VUCS. Ilarorennas mytamus B rpynme [IT BeisiBiIeHa Ha TaHHBIN
MOMEHT JIUIIIb Y OJHOTO MalMeHTa ¢ CUHIpoMoM Asbniopta, B reHe COL4AS; emé y oHOM MaliueHTKU
BbIsiBIIEH VUCS B rene MYH?7. OtcyTcTBHE pa3innunii B KITMHUYECKUX MTPOSBICHUAX U UCXO/1aX MEXKIY
OOJBHBIMU C BBISBICHHBIMH MYTAallUSIMH U 0€3 HHUX MOXET OBITh BBI3BAHO HEOOIBIIONW YacTOTOU
nposeaeHus JJHK-auarnoctuku (4yTh MeHEE TPETH OOJIBHBIX ).

Hecmortpst Ha TO, 4TO BepossTHOCTH BhIsiBIICHUS KMII y poICTBEHHUMKOB BBIIIE B ClIy4ae HATUYUS
NaTOT€HHOW MYTalluu y NAllUeHTa, CEMEUHBIN CKPUHUHT peKoMeH10BaH BceM nauueHtam ¢ HKM naxe

B Cllyyae OTCYTCTBHS IPU3HAKOB F'eHETHUECKOro 3a0oneBanus [33].

4.4. YacroTa 1 poJib conyTrcTByomero Mmuokapaura y nauueHTos ¢ HKM u IIT

B nutepaTtype ynoMuHaroTCA JIMIIL OTAEIbHBIE ciiydyan coueTtanuss HKM u Muokapauta, nmpu 3Tom
HKM paccmatpuBaioT yaie Kak BTOPUYHBIN (peHOMeH, o0bsicHas Hanmuune HKM kxommeHcaTtopHoii
runeprpodueii Tpadexyn JOK u ynydmieHueM ux BU3yalnu3alud B YCIOBUSIX CHIDKEHUS! CHCTOJIMYECKOM
byukun n aunatauun JOK. B uccnenoBanusx ¢ G0JbIIMM KOJMYECTBOM MAIMEHTOB MHOKAPAWUT HE
YIIOMHUHAETCSA, EAUHUYHbIEC onucanusi Muokapauta npu HKM cuurtarorces kazyucruueckumu [ 146, 199].

HccnenoBanus coueTanuss MuokapanTa ¢ pyrumu nepsuunbiMu KMIT nokasanu cyiiecTBeHHBIN BKIIa/
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MHOKapAuTa B pa3BuTue IuchyHKuuu Muokapnaa [133]. YmomuHanuii o0 aHajioruyHeix paborax y
6osbHBIX ¢ HKM B uTeparype 10 HaCTOSIIIET0 BPEMEHU HET.

Yacroe BhIgBIeHHE MUoOKapauTa cpeau 6oibHbIX ¢ HKM (n = 68, 54,4%, y Tpetu u3 HUX
MHOKApAUT MOP(OJIOrHYECKH BEPHU(PHUIMPOBAH, TAaK ke TPETh OONbHBIX Oblla BHPYC-TIO3UTHUBHA I10
KPOBH/MHUOKApy) €Ba JIM MOXET ObITh CIy4allHOCThIO. MBI NIpeArosiaraeM, 4To CYyIIECTBOBAHUE
HEKOMIAKTHOTO CJI0sl MUOKap/ia ¢ MHOKECTBEHHBIMU TPaOeKyJIaMU U MEXTPAOEKyIIPHBIMU JIAKYHaMU
C 3aMeJJIeHHEeM KPOBOTOKa B HMX IpeJpacrojaraeT He TOJIbKO K 00pa3oBaHUIO TPOMOOB, HO U K
Pa3BUTHIO BOCIIAJIUTEIHHOTO MPOIECCa B MUOKAPAE BCIIEACTBUE BUPYCHOW MH(EKIIMK UM B OTBET Ha
UIIEMUYECKOE TOBPEKICHUE KapJIUOMUOLUTOB (B YCIOBHUAX HEIOCTATOYHOIO KPOBOCHAOXKEHUS
HEeKOMIakTHOro ciosi). Kakoit Obl He OblTa MpUYKMHA, MUOKApAWUT MPUBOAUT K YXYAIIECHUIO
CTPYKTYPHBIX TOKa3aTesne u Oosiee TsokEIoMmy TedeHuto 3aboneBanus. [lTammentsr rpynmnel HKM ¢
MHOKapJAUTOM IO CpaBHEHMIO ¢ ManueHTamu Oe3 Hero mmenu Oonbime oobéMBI JOK: KO (168,0
[120,0; 202,3] ma vs 134,5 [99,8; 182,0] ma, p = 0,043), KCO (100,0 [69,5; 137,0] mx vs 81,0 [49,0;
121,0] mu, p = 0,030), I1IT (72,5 [48.8; 90,0] vs 54,0 [45,0; 85,5] mn, p = 0,042), nocToBepHO HUXKE Y
Hux Obuta @B (34, 8+ 13,0 % npotus 43,1 + 13,87 %, p=0,001), a moka3arens E/A moctoBepHO BbIIIIE
(1,6 [1,1; 2,6] vs 1,3 [0,7; 1,8], p = 0,046). ¥V G6osmpaBIX ¢ HKM 1 MHOKapIUTOM BBIIIE€ OBIITN CTaMS
XCH (IIA [IIA; 11B] vs ITA [I; [TA] p = 0,011) u ®K XCH (2,25 [1,125;3,0] vs 2,0 [1,0;3,0], p = 0,029),
yalle BbIABIsUIach HeycToWuuBas u ycronuusas KT (63,2 vs 35,1%, p = 0,002). Hekpo3 muokapaa
SBJISIETCS OMTACHBIM MPOSIBICHUEM MUOKApINUTa, HO IOCTOBEPHOM pa3HUIIBI B YACTOTE Pa3BUTHS HEKPO3a
MHUOKap/ia cpeid OONBbHBIX C MUOKAPIUTOM U O€3 HEro He OTMEUYEHO, BUJIUMO, B CBSA3H C TEM, YTO HEKPO3
MHUOKap/ia SIBJISIETCS 3aKOHOMEPHBIM OCI0’)KHEHUEM 1 camoro HKM.

[To yacrote 3abosneBaemoctu mMuokapautoM mnamueHtel ¢ HKM u ¢ IIT JDK mocroBepHo He

paznmuuanuck (54,4% vs 60,0%, p =0,516). Y 6onbHbIX ¢ MuOKapauToM B rpynne HKM no cpaBHeHuo
¢ 6oapHBIMU ¢ MuUOKapauToM B rpyrre [T 6onbmmm okazancs pazmep 11K (3,1 0,7 vs 2,7+ 0,8,
p = 0,036), game BcTpevyanoch HEIOCTaTOYHOE HapacTaHMe 3yOua R B mpaBbIX IpyAHBIX OTBEACHUSIX
(42,4% vs 14,8, p = 0,015), Taxxke 3Tu 60nbHbIe Yaie umenu mpodexku KT (63,2 vs 40,7%, p = 0,046)
u Oonpuiemy uucity OonbHbIX yctanoBieHbl UK/ (37,3 vs 14,8%, p = 0,047). Kpome Toro, B rpymnre
HKM O6blna Bbllle 4acToTa HEONArompusATHBIX HCX0n0B — cmepth (22,1 vs 3,7%, p = 0,035),
cMepTht+TpaHciianTanus cepaua — 27,9 vs 7,4%, p = 0,031. IIpu pacuére OTHOCHUTEIHLHOTO PHUCKA
cmeptu y 6ompHbIX ¢ HKM u muokapautrom nomydensl 3Hauenus OP 5,95, 95% JIU 0,83 — 42,90, To
eCTh cpear OonbHBIX 00ewx rpynn ¢ muokapauTom HKM okaszan CymiecTBeHHOE BIHSHHE Ha
CMEPTHOCTb, KOTOPOE JIMIIb HEMHOT'O HE JOCTUTJIO CTENIEHU IOCTOBEPHOCTH, TaK ke, KaK U CyMMapHBIN
nokasaresb cMepThb + TpanciuianTanus (OP = 3,78, 95% /AN 0,94 — 15,10).

CwmeptHocTh cpeau GombHBIX Tpynmel HKM ¢ comyTCTBYIOIMM MHOKapJUTOM COCTaBHJIA

22,1%, 4TO 0Ka3ajaoch JOCTOBEPHO BhILIE YPOBHs cMepTHOCTH OonbHBIX HKM 6e3 comyTcTByromero
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muokapauta 5,3%, p = 0,010, OP =4,19, 95% AU: 1,27 — 13,75. Ilpu cpaBHEHUHU MALUEHTOB IPYIIIIbI
HKM ¢ mMuokapauToM u 0€3 HEro BBISIBICHBI JOCTOBEPHBIC Pa3UuYMs B CTPYKTYPHBIX IapameTpax,
KIIMHUYECKHUX MPOSIBIICHUSAX W MCXOJaX, YTO YOCIUTEIBHO CBHJCTCIILCTBYET O HETAaTUBHOM BIIHSIHHH
MHUOKapIMTa HA TEYCHHE U UCXObI 3a001eBanms. O BaXKHOCTH JIeUeHUS MUOKapauTa y 60imbpHbIX ¢ HKM

caIc 6y,£[€T CKa3aHO B 3aKJIIOYUTCIBHOM Pa3JICjIC HaHHOﬁ TJIaBbI.

4.5. O COOTHOIIEHUH FreHETHYECKHUX U BOCHAJIMTEJIbLHBIX MEXaHHU3MOB INpH Pa3sHbIX KIMHUYIECCKUX

¢opmax HKM u IIT.

[Momapnsitomee OoMbIIMHCTBO TanueHToB Tpymnmbl HKM ¢ BBISIBICHHBIMH MaTOT@HHBIMH
MyTalUSIMH OTHOCUTCS K KiinHn4YeckoMmy Bapuanty HKM B coueranuu ¢ npyrumu KMII (n=10, 83,3%
MAI[MEHTOB C BBISIBICHHBIMHM IMAaTOT€HHBIMM MYTAallUSIMH), €€ y OJHON MAalUEeHTKU C MOJOCTPHIM
nHpapkTomnogo0HbM MuoKkapauToM ¢ myTarueid 1 VUCS B MyBPC3 Hemnb3si TOTHOCTBIO HCKITIOYUTh
Hanmnuue ['KMII. Hecmotpst Ha orsroménnsiii mo HKM u BCC cemelinblii anamHe3 0oJblle 4eM y
YeTBEPTH OOJBHBIX C APUTMUYECKUM BaPUAHTOM, MTATOTEHHBIX MYTallUi B UCCIICTOBAHHBIX T€HAX HU Y
KOT'O M3 HHUX BBISIBJICHO HE ObLI0. DTH JaHHbIE CBUAETEIbCTBYIOT, HA HAIl B3TJISA, O TOM, UTO HAJIMYHE
HECOMHEHHON reHeTnueckod ocHoBbl HKM mnpuBoguT k ero Oonee TsKeIbM (DEHOTHITHUESCKUM
BapuaHTaM; C APYTrol CTOPOHBI, CTIEKTP T'€HOB, OTBETCTBEHHBIX 3a pa3BuTue 6osee merkux hopm HKM,
MOKET OBITh ITPOCTO MOKA HE U3BECTEH, TMO0 Y 3TUX OOJIbHBIX 00JIe€ BaXKHBI SITUTEHOMHBIE MEXaHU3MBI
pazsutust HKM.

YuuTheiBass OTCYTCTBHE JOCTOBEPHBIX Pa3iW4Uil B KIMHUYECKUX IPOSBICHUAX M HCXOJAX Yy
OOJILHBIX C BBIBICHHBIMH MYyTalUsMU M 0€3 HHMX, MOXKHO ObUIO ObI MPEANOJOKUTh, YTO HAIUYHE
BBISIBJICHHOM MYTallUd Ha CErOJHS HE UIPAeT CYILIECTBEHHOI'O 3HAYEHUS B TEUEHUU U IPOrHO3E
3a00JeBaHus, HO, BEPOSITHEE BCET0, OTCYTCTBUE MYyTaIlUil 0COOEHHO Y MAIUEHTOB C SIBHO OTATOIIEHHBIM
CEMEIHBIM aHaMHE30M O00YCJIOBJIEHO MMOMCKOM MYTAallMi JIMIIb B HEOOJIBIIOM KOJIMYECTBE F€HOB, B TO
BpEMsI KaK Ha CeroJiHs yxe u3BectHo okoiao 50 HKM-accomuupoBannsix reHoB [40]. HecomuenHo, uTo
npoaoipkeHue u 3asepuieHne JJHK-aunarnocTiky y Hammx naryueHToB MO3BOJIMT ClIeNaTh Oojiee YETKHE
BBIBOABI O BIUSHUHM TEHETHYECKUX (HaKTOpOB Ha (HOPMHUPOBAHHE OINPENEIEHHOTO KIMHUYECKOTO
BapHaHTa, TEYECHUE U UCXOJIbl 3a0oneBanus. OTCyTCTBHE HA JaHHBIH MOMEHT MaTOT€HHBIX MyTalllil B
rpyne manueHToB ¢ I1T MokeT ObITh 00YCIOBICHO MEHBIIECH YacTOTOM MPOBEICHUS M 3aBEPIICHUS
JHK-nuarHocTukn B 3TOH Tpymnme, HO M MOXKET ObITh IMPOSBICHUEM TUIIOTE3bl O MYTAIMOHHOU
Harpyske, o KoTopoii roopurcst B padore K. Miszalski — Jamka, B koTopoii BbIsIBIIEHHE W KOJIMYECTBO
MyTaIui KOPPETUPOBAIN C TOJIIUHON HEKOMIIAKTHOTO ¢J10s1 MHoKapaa [141]. ABTOpbI OOBSCHSIOT 3TO
TEM, YTO COYETAaHUE PA3JIMYHBIX MyTaIMii, HEIATOTEHHBIX B U30JIMPOBAHHOM BHJIE€, MOXKET BBI3BIBAThH

uny yrsoxensats HKM.
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Hamm BBIBOJIBI O CYIIECTBEHHOM BIMSHUM MUOKapAUTa HA TEUEHUE M UCXOJbl y MAIUEHTOB C
HKM roBopsT 0 TOM, 4TO MHOKapAMUT SIBISICTCS BAXXHEHIIMM SMHUTEHETHUYECKUM MOIAU(UKATOPOM
teueHuss HKM.

HNutepecHO OTMETUTH, YTO MPU CPAaBHEHUU I[IOKA3aTeIed aHTHKApAMAIbHBIX AT  MEXIYy
narueHTamu ¢ HKM B 3aBUCHMOCTH OT HANU4Hs WIH OTCYTCTBHSI MUOKapauTa HE OBLIO BBISBICHO
JIOCTOBEpHBIX paznuuuii B ypoBHe AH®, ATD HU B 11€710M, HU TIPU CPAaBHEHUU BHYTPU HEKOTOPBIX
KJIIMHWYeCKNX BapuaHTax (aputmuueckuii, JIKMII, couyeranme ¢ mpyrumm KMII) dro, BO3MOXXHO,
CBSI3aHO C MMMYHHOM peaKkiuel HEMOCPEACTBEHHO HA HEMOJIHOLICHHBIN HEKOMITAKTHBIN CJIOM U MOXKET
BHOCUTh BKJIAJl B pa3BUTHE CUCTOJMUYecKoW mucyHkuun muokapra npu HKM u 6e3 sBHOro
MUOKapauTa. B 3THX ciywasx ompaBgaHO TOBOPUTH O Pa3BUTUM BTOPUYHOTO BOCHAJICHMS, HO HE
COOCTBEHHO MHOKapJIuTa KaK CaMOCTOSATEIbHOW HO30J0THYECKOH (OpPMBL, BO MHOTHX CIydasx

UHIYLUPYEMOi BUPYCHON HH(]EKIHEH.

4.6. XapakTep nporpeccupoBaHusi 3a00/IeBaHUA NIPH Pa3HbIX KJIMHUYECKUX BADHAHTAX U

BJ/IMSAHUEC PA3JINYHBIX BU/I0B TEpPpaIllun.

[TonoxxutenpHass JAWHAMUKA CTPYKTYPHO-(QYHKIMOHANBHBIX TOKa3aTesled W KIMHUYECKOe
yIy4llleHHE OTMEYEHO Yy OONBIIMHCTBA OOJBbHBIX, YTO MOXHO OOBSCHUTH CBOEBPEMEHHBIM
npoBeneHreM kapauotporHoi Tepanuu U UCT y 6onpHBIX MuokapautoM. OQHAKO CIEAyeT OTMETHUTD,
YTO yMmepiiue OOJbHBIE W TMAIMEHTHI, MEPEHECIINe TPAHCIUIAHTAIIMIO CEpAla, BLIOBIBATH U3
HaAOJIO/IEHUs, YTO B II€JIOM BHECJIO OMNpeneiEHHbIN BKJAJ B MOJOXKUTEIbHYIO JUHAMHUKY. B 1emom
nporuo3 npu HKM He odenp OmarompusiTHBIA (4acToTa JieTadbHBIX McXoAoB B rpymnmne HKM mpu
cpenHeM cpoke HabmoaeHus 14,0 [4,0; 41,0] cocraBuia 14,4%). Hanbonee TsKENBIMU KITHHAYECKUMU
BapuanTtamu sBISIOTCI HKM y GONBHBIX C TSOKENBIM OCTPBIM/TIOIOCTPHIM MUOKAPAUTOM, Y OOJIBHBIX
HKM B coueranuu ¢ apyrumu KMII u y 6onpubix ¢ BapuanTtom JIKMII. Cpean marmueHTOB ABYX
NEepBBIX BapUAHTOB HAONIONATNCh camble BbICOKME Mokazarenu cmeptHoctd (33,3% vs 24,1%,
cooTBeTcTBeHHO, p = 0,722, OP = 0,1,38 95%/U 0,53 — 3,62), paznuunre B KOTOPBIX HE JIOCTUTAIIO
CTaTUCTUYECKOM TOCTOBEPHOCTHU. [Ipu CpaBHEHUU YACTOTHI JIETATTLHOTO UCXOJa MEXIy BapUaHTAMHU C
OCTPBIM/TIOAOCTPBIM MUOKapAUTOM 1 00JbHBIX HKM ¢ JIKMII cTaTucTH4ecKu TOCTOBEPHBIX pa3Induit
Tak xe He BbIsiBIeHO (33,3% vs 12,2%, cootBercTBenHo, p = 0,110, OP = 0,38, 95% M1 0,13 — 1,03).

VY 6onbabix ¢ HKM mnpu cpennem cpoke HaOmioneHUs: 14 MmecsieB BBISBICHO JOCTOBEPHOE
yIydlIeHue cuctoianueckoi ¢pynkuun — npupoct @B ¢ 37,4 + 13,3 no 41,8 £ 12,9% (p = 0,0001) u
ymenbmenue KJP JIK ¢ 6,0 + 0,7 1o 5,9 = 0,8 cm (p = 0,021). D10 ynyurneHue HaOIOgaeTCs 3a CUET
nByx noarpynn — naruentsl ¢ JAKMIT (32,2 + 9,9 vs 37,4 £ 12,8%, p = 0,015) u naiueHTsl C OCTPHIM U

MOOCTPBIM MHUOKapautoMm (25,5% vs 37,2%, p = 0,005). HJocrosepusiit mpupoct @B Habmrogancs
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TOJILKO Yy T€X OOJIbHBIX, Y KOTOPBIX HcxoaHas OB Obuta Menbiie uin paBHa 35% - 26,0 + 8,0% vs 33,1
+9,5%, p <0,001.

HecmoTpst Ha B memnoM HeOmarompusTHbIM mporro3 mamueHToB ¢ HKM, ocobGenno mnpu
IPUCOEAVNHEHUH MUOKAap/WTa, IIPU CBOEBPEMEHHOM HA3HAYEHUM KapAuoTpomnHou Tepanuu (MAIID,
Oera-Ab, X KOMOMHAIWS ) ¥ IPU IPOBEACHUH 0a3MCHOM Tepauyi MHOKAPAUTA OTMEYATIOCh YIYUIICHHE
COKPAaTUTENbHON (PYHKIIMHU MHOKapia, HO MOJHON HOpMalH3aluu CTPYKTYpbl U (QYHKIUHU MHOKapAa
JIK me ormeueno. O6paTtHoro pazsutuss HKM He oTMeueHo Ha JTaHHBIM MOMEHT HU Y OJTHOTO OOJIBHOTO,
HO CJIENYET OTMETHUTB, 4TO KOHTposibHAst DXoKI nposenena 57,6% naunentos rpynnsl HKM. B rpynne
60mbHBIX ¢ IIT He BBIABIECHO JOCTOBEPHOT'O Pa3iINyUsl UCXOIHOTO U KOHTpoJbHOTrO ypoBHs @B u K/IP
JDK. YacTtoTa Ha3HAaYEHWS OCHOBHBIX KapIMOTPOITHBIX MTpenapaToB 00iabHBIM rpynmbsl HKM u 601pHBIM
rpymisl 1T Op11a 01MHAKOBOM.

Oco0eHHO BaKHBIM OKa3aJloch Ha3zHaueHUe [-aIpeHoOJ0KaTopoB (B Tpymie OoibHBIX 0e3
Ha3Ha4YeHus [-aapeHoOnokaropoB mpupoct OB He JOCTUT MOCTOBEPHOTO YPOBHS, OJHAKO UX
KOJM4ecTBO cocTaBuiio Beero 6). Hasnauenne UCT cmocoOcTBOBaANO 1O0CcTOBEpHOMY BOo3pacTtanuio ©B
(c 359 £ 12,5 no 41,6% =+ 10,9, p = 0,002), B To Bpems kak HenazHadeHue HMCT B ciyuae
MPUCOEANHEHNUS MUOKAPAUTA aCCOLMUPOBATIOCH C OTCYTCTBUEM YIIYUILIEHUS! CUCTOIUYECKOW (PYHKIIMU
muokapna (30,8 £ 15,4 vs 32,3 £15,1%, p = 0,614).

I[lo pe3ynpraram oueHkun guHamuku OB  MOXHO caenate BBIBOJ O HECOMHEHHOM
1esecoo0pa3HocTH Ha3HavueHus nmanueHTam ¢ HKM kapauorponHoit Tepanuu npu cHbkeHnn OB Hike
35%, uto cornacyertcst ¢ pekomeHanusmu 1o jgedeHnto XCH ¢ nuszkoit @B B nenom [15]. OTcyTcTBHE
JnocToBepHOro npupocta OB npu Ha3HaAUEHUH UM HEHA3HAUYEHUH KapAUOTPOIHON Tepanuu B rpynmnax
O0onbHBIX ¢ 0osee Bbicokor @B (Bbime 35% wu Boime 45%) HE MOXKET OJHO3HAYHO OBITH IMOBOJOM K
HEHA3HAUYCHHUIO KapIWOTPOITHOM TEepanmuu B BUAY MaJOM YHMCIEHHOCTH JaHHbIX rpynn. CoriacHo
eBporeiickuM pexomenaanusaM no aedennto XCH ¢ coxpannoit (>50%) u cpenneit @B (40 —49%) ner
JOKA3aTeNbCTB TOTO, uTo OeTa-Ab ymensimaroT cumntombl XCH y nanHbIX manueHToB. OTHOCUTENBHO
s dexkruBHOCTH HATID CymIecTBYIOT MpOTUBOpPEUnBEIe NaHHbIe [15], ograko namueHTsl ¢ HKM — 3T0
ocobasi Tpymnmna OOJIbHBIX, TO3TOMY OMUPAThCA B IOJHOM Mepe Ha CYIIECTBYIOIIME PEKOMEHAALNU
3arpyaHUTENbHO. HeoOxoaumo mpomomkare HabmoaeHue 3a 6onbabiMu ¢ HKM 1 mpoBoauTh aHanmm3

JUHAMUKU CHUCTONMYecKoi pyHkimn Muokapaa JOK mpu yBenuueHHH BEIOOPKH.

koksk

BeposiTHee Bcero, cymiecTByeT Kak camocTosiTenbHas Oone3Hb (cobctBenHo HKM), Ttak u
yBEJIMUEHUE TPAOEKYISIPHOCTH MHOKApAa B OTBET Ha pa3nuyHble (pusmonorndeckre (0EpeMEHHOCTD,

poQeCCHOHANIBHBIN CITOPT) WM MATOJOTUYECKHE (AaHEMHUSI) TPOIIECCHI.
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[Ipennonoxenus O NOBBILIEHHONW TpaOeKyJIsIpHOCTH Kak o Oojee Mmsrkoit ¢opme HKM
BCTPEYAINCH B INTEPATYPE U HE MOTYT OBITh ONIPOBEPIHYTHI pe3yIbTaTaMM HAIlIero UCCIeA0BaHUsA. ITO
TUKTYeT HEOOXOAMMOCTh BHECeHUs B AuarHoctuyeckue kpurepun HKM He TONbKO pe3ysbTaThbl
BU3YyalHM3allid MHOKap/aa, HO KIMHWYECKHWEe MaHHble. OIHAKO CIOKHOCTHh JuddepeHInaTbHOMI
muarHocTku HKM 1 «aganTuBHOTO» MOBBIIMIEHUS TPAaOEKYISIPHOCTH MUOKap/a e U B TOM, 4YTO Ha
CErOJIHS HEeJIb3s1 NCKIIIOUUTh BO3MOKHOCTh OeccuMnToMHOTO TeueHust cooctsenno HKM. Ha Bompoc o
IpUPOJIE HEKOMIAKTHOTO MHOKapAa y KOHKPETHOTO OOJIBHOTO MOKHO OTBETUTh JIMIIb I0CIHE
KOMIIJIEKCHOM OLICHKH JAHHBIX BU3YAIIM3UPYIOILIMUX UCCIIEIOBAHNUM, KIMHUYECKOW KapTUHBI, CEMEMHOTO
aHaMHe3a, TEHETUYECKOr0 KOHCYJIbTUPOBAHUS U PE3yIbTaTOB JHHAMUYECKOTO HAOTIOACHMSI.

Bonbpmmm HeAOCTaTKOM SIBISIETCS OTCYTCTBHE €IMHOW KIMHHMYECKoW kimaccudukamuun HKM.
[IpennoxxenHass Hamu Kiaaccudukanus OyAeT HamparisTh Bpada Ha nouck HKM u HamomuHaTth o
CYILIECTBOBAaHUU PA3TUYHBIX KIMHUYECKUX BAPHUAHTOB 3TOT'O COCTOSIHHUS.

[To Mepe HakorIeHHs CBeIEHUIH O reHO()EHOTUIHYECKUX Koppemsuusx y narmuentoB ¢ HKM
BO3pAcTaeT 3HaYMMOCTh I'€HETHYECKOro KoHcynbTupoBanus u JIHK-nuarnoctukm mms onpeneneHus
nporHo3za HKM y nanimeHToB U UX pOJICTBEHHUKOB.

OdeHb Ba)KHOM fABIISETCS AMATHOCTHKA MUOKApAWUTa, KOTOPBIN 4acTO BCTpeyaeTcsl y OONbHBIX C
HKM wu noctoBepHO yXyaiiaeT TeueHue 3a00JIeBaHus U BIUSET HA TPOrHo3. CBOEBPEMEHHOE JICUCHHE
MHUOKApPJIUTa CIIOCOOHO 3HAYUTENIHHO YIYYIIUTh CHCTOJMYECKYIO (PYHKIIHMIO MHUOKapaa y OOJBHBIX C
HKM. He Menee BaXHBIM BUIUTCS KaK MOYKHO OoJiee paHHEee Ha3HAYCHUE KapAHUOTPOITHOW Tepanmuu
BceM 00s1bHBIM ¢ HcTUHHBIM HKM.

HecomHeHHO, MBI HAaxXOIUMCS B CaMOM Hadaje MyTH H3Y4YEHUS NPOOJIEMbI HEKOMITAKTHOTO
MHUOKap/1a, U OTBETHI HAa CYIIECTBYIOIINE BOIPOCH BO3MOXKHBI TOJBKO TIPU JajbHEHIIeM HAOIIOACHIN
3a OONBHBIMM, IPOBEACHUU OOJBIINX KOTOPTHBIX MCCIEJOBAHUM C KOMIUIEKCHOW OIICHKOM
KJIMHUYECKNX, T€HETHUECKUX U CTPYKTYpHO-(QYHKIIMOHAIBHBIX MOKa3aTeleld MCXOAHO U B Mpoliecce

IUHAMHAYECKOr0 HAOIIOEHHUS.

BbIBO/IbI

1) HexkommakTtaeiit Muokapn (HKM) sBisieTcst KIIMHMYECKU TeTEpOreHHBIM CHHIIPOMOM. Bhiieneno
6 KIMHUYECKNX BapuaHTOB (cuieHapueB auarHoctuku) HKM y B3pocibix: 6eccuMnTomMHsIi (n = 3,
2,4%), apuTMHUUYeCKUH («uauonaTuueckue» aputmMun, n=19, 15,2%), nmemmueckuii («MBCx», n = 10,
8,0%), cuaapom JIKMII (n = 49, 39,2%), HKM y GOJNBHBIX ¢ OCTPHIM/TIOJJOCTPHIM MHUOKAPIAUTOM

(n=15, 12,0%), HKM B coderanuu ¢ Ipyrumu kapauomuonatusmu (n = 29, 23,2%). Ilarorennsie
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mytanuu B reHax MyBPC3, DSP, DES, TTN, LAMP2 soisiBnensr y 35,3% o00cnenoBaHHBIX,
Haubozee yacto (83,3%) npu coueranun HKM ¢ npyrumu kapuoMuonaTusiMy.

2) Knuandeckuii BapuaHT ¥ HATMYHUE MHOKAPIUTA B 3HAUUTEIILHON CTETIEHU OIPECIISIIOT TPOTHO3
3a0osieBanus: Tipu oOmeM cpenHem cpoke Habmomenus 14,0 [4,0; 41,0] mecseB HauOoIbIIas
aeranbHOCTh oTMeueHa npu HKM y GombHBIX ¢ ocTpbeIM/mogocTpbiM MuokapautoM, HKM B
couetannu ¢ Apyrumu KMII u y OGompubix c¢ Bapumantom JAKMII (33,3%; 24,1% u 12,2%
COOTBETCTBEHHO, Pa3IMUUs HEAOCTOBEPHBI). BEeCCUMNTOMHBIN, apUTMHYECKUN W HUIIEMUYECKHI
BapHAHTHI SIBJISTFOTCSI OTHOCUTENIBHO OJAarompUATHBIMH: JIETATbHBIX HCXOJIOB M TPAHCIIAHTAIIUU
cepAla B 3TUX Ipymnmax He orMedeHo. Obmas jgetanbHOCTh y 601bpHbIX ¢ HKM cocraBuna 14,4%,
TpaHCIUTAHTAlMA cep/illa BeIMoJiHeHa 5,6%.

3) IoBeimennas tpadekynspHocth (I1T) muokapaa obmamaer cxogabimu ¢ HKM knmuHnueckumm
NPOSIBICHUSIMU U JOJDKHA paccMaTpuBaThes Kak Oornee msrkas gopma HKM. V Gonpnbix ¢ IIT
BBIJICJICHBI TAKHE e BapUaHThI, Kak U y 60bHbIX ¢ HKM - 6eccummntomuslii (4,4%), apuTMu4ecKuit
(28,9%), umemuueckuii (2,2%), cunapom JIKMII (44,4%), IIT y GOIbHBIX C OCTPBHIM/TIOAOCTPHIM
muokapautom (11,1%), IIT B coueranuu ¢ npyrumu kapaunomuonatusiMu (8,9%). ¥ 6onbubix ¢ 1T
no cpasHenuto ¢ HKM nocrosepHo pexe passuBaiuch XCH (60,0% vs 83,2%, p = 0,003), Hekpo3
muokapaa (2,2% vs 16,0%, p = 0,016), neranpubiit ucxon (2,2% vs 14,4%, p = 0,027). Onnako
JIOCTOBEPHOTO TOBBIIMIEHUSI OTHOCUTEIHHOTO PUCKA JIETAIBHOTO HMCXOJa W HEKpO3a MHOKapaa y
6ompHBIX ¢ HKM 1o cpaBaeHuto ¢ 60npHBIMHE ¢ [1T He BoIsBIIeHO. [laTOreHHBIX MyTaIuii y OOJBHBIX
¢ IIT He BBISBIICHO, JIMIIIb MyTaIlvs C HEYCTAHOBJICHHBIM KJIIMHUYECKUM 3HaYeHueM B TeHe MYH7 (n
=1, 2,2%). Cxoaubsie c HKM renernueckue u naroreHeTuueckue Mmexanusmol pazsutus 1T nenarot
nenecooOpasusiM BHeceHue [1T B knaccudukarmo HKM.

4) MuoxkapauT BbIsSIBIEH Oojiee yeM y nmosioBUHbI 00abHBIX HKM (n = 68, 54,4%) u I[IT

(n =27, 60,0%), B 18,4% u 8,9% cnyuyaeB BUpPYC-TO3UTUBHBIN MO KPOBU W/WIM MHOKapIy, €ro
MPUCOEANHEHNE CYIIECTBEHHO yTsDKeNseT TeueHue U nucxoasl HKM. YV G0JIBHBIX ¢ MUOKApIUTOM B
CPaBHEHHMH C OCTAJIbHBIMU Obla noctoBepHO HUke OB (34,8 + 13,0 vs 43,1 £ 13,9%, p = 0,001),
Bbime yactota KT (63,2% vs 35,1%, p = 0,002, OP 1,84, 95% AU 1,24 —2,74) u cmeptu (22,4% vs
5,3%,p=0,010,0P=4,19,95% JAU: 1,27 —13,75). OGHapyx’eHHe reHOMa KapIUOTPOIHBIX BUPYCOB
B MHUOKap/e y OOJbHBIX C MUOKApJAUTOM HE OBUIO acCOLMUPOBAHO C JOCTOBEPHO OoJiee BHICOKOM
JIeTanbHOCThIO, yactoro XCH, JKT.

5) ¥V 6ompaBIXx HKM € OTCpOYEHHBIM HAKOILIEHHEM KOHTPACTHOTO Tpemnapara B MHOKapae MpH
MCKT nocroBepHo Hrke O0bi1a @B JIK, vame nabmoganuch KT u Hekpo3 Muokapa. Y OOJbHBIX
¢ HKM u c OoTCpoYeHHBIM HAaKOIUIEHMEM TIaJojinHus B MHOKapae npu MPT wame BbisBisuICS

BHYTpHCEPACUHbII TpoMO03. OHAKO HE BBISBICHO CBA3H OTCPOUYECHHOTO HAKOILIICHUSI KOHTPACTHOTO
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npenapara B Mmuokapiae (mpu mnpoBeaeHun MPT wmu MCKT) ¢ yBenMyeHHEM YacTOTHI
HEOJIaronpusATHRIX UCX00B y manueHToB ¢ HKM.

6) Ilpu HATMYKMK COMYTCTBYIOIIET0 MUOKAPAUTA UMMYHOCYIIPECCUBHAS TEPAIHsI BHOCUT OCHOBHOM
BKJIaJl B yJy4llleHUE cUCTOIMUYecKor (yHkumuu muokapaa: B rpymnmne MCT ormedeHo noctoBepHOE
Bo3pacranue OB (c 34,2 + 13,4 no 39,6% + 12,0, p = 0,007, n = 32), B TO BpeMs KaKk B OTCYTCTBUE
NCT nocroepHoi nuHamuku He 06110 (33,3 + 12,6 vs 35,6 £ 13,5%, p = 0,346, n = 13).

7) IIpu noBTopHoit DxoKI' B cpemnem uwepe3 24 [12,0; 47,0] mecsua y 6ompHBIX ¢ HKM B
knHnYecknx BapuanTax ¢ JIKMII (n = 26) u ocTphIM/TIOIOCTPBIM MHOKAapIUTOM (n = 8) OTMEUEHBI
nocroBepHoe ysenuueHne ®B u ymenbmenue KJIP JDK. B moarpynmax ¢ apuTMHYecKUM
BapuanToM (n = 10) u B coueranuu ¢ Apyrumu KMII (n = 19) ormeuen npupoct @B, He mnocTurmimii
CTaTHCTUYECKOM TOCTOBEPHOCTU. Y HEMHOTOYHCIEHHBIX MAIlMEHTOB ¢ OecCUMNTOMHBIM (n = 3) u
umemuueckuM Bapuantamu yBenndeHuss @B JIXK (n = 6) He ormeueHo. C JOCTOBEPHBIM MIPUPOCTOM
@B Takke accoUMHMPOBAINCH €€ HCXOAHOe 3HaueHue He Oonmee 35% wu Ha3HaueHuwe -
anpeno6okaTopoB. Y 6onbHbIX ¢ [1T npu cpennem cpoke Habmoaenus 6,0 [2,0; 26,5] noctoBepHOM
TUHAMHUKHU 3TUX TOKa3aTeiell He BBISBIICHO.

8) CnyuaeB ooparHoro pazsutus HKM npu ynydmeHun cuctoimueckor GyHKITUH, B TOM YUCIE Y
OOJBHBIX C MUOKApPAUTOM, HE OTMEUYEHO, YTO, HE3aBUCUMO OT BBISBIICHUS MYyTAIlHi, MOATBEPIKIACT

nepsuunyto npupory HKM.

INPAKTUYECKHUE PEKOMEH/JALIUN

.HKM MOXXET OBITh BBIABICH Yy TAlMEHTAa JIOOOTO BO3pacTa KaK C COIYTCTBYIOIIMMH
3a00JIeBaHUSIMH CEpAIla, TaK U B M30JUPOBAHHOM BuJE. [IpH BBISBICHUH HEKOMITAKTHOTO CIIOS
muokapna npu OxoKI' HeoOxomumMo mpoBecTH em€é KaKk MHHHMYM OJHO TOITBEPIKIArOIIee
uccienoBanre — MPT wmm MCKT cepana. Bemmonaenne MCKT nenecoobpazHo y OONBHBIX C
cunapomMoM JIKMII u umeMuyecKUMH CHUMOTOMaMH JUIsl OJJHOBPEMEHHON OLIEHKU KOPOHAPHBIX
aprepuii, MPT 6osiee nHpopmMaTHBHA ITPH MOAO3PEHNUN HA COMMYTCTBYIOIIMN MUOKAP/IUT; HJI€AIbHBIM
SIBJISIETCSI BBITIOJTHEHNE 000UX HCCIIEOBAHUI;

2) Bcem OonpHBIM ¢ «HMIMONATHYECKUMH»  apuUTMHAMHU,  cuHApomMoMm  JIKMII,
CTEHOKapAue/MHpapKTOM MHOKapJa MpU HEU3MEHEHHBIX KOPOHAPHBIX apTepHsiX, a TaKXKe C
npenoiiaraeMbeiM MuokapauTom rocie DxoKI™ nenecoodpazHo BHIMOTHEHHE KAaK MUHUMYM OHOTO
u3 Busyammupytonmx ucciaenoanuii (MCKT wiu MPT cepania ¢ B/B KOHTpaCTHPOBAHUEM) IS

HCKIIIOYCHHA HCKOMITIAKTHOI'O MUOKap/aa, 0COOEHHO IIpHU OTATOIICHHOM CeMEHOM aHaMHe3e.
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3) LlenecooOpa3HO C TOYKM 3pEHHS OINPEAEICHUS MPOTHO3a MPHUMEHEHHE MPEI0KEHHON
kinHnYeckor knaccudukanuun HKM: BeimeneHue B aquarHo3e 0€CCUMIITOMHOTO, apUTMHYECKOTO,
umemMudeckoro BapuaHToB, (enotuna JIKMII, HKM B coderanuu C OCTPBIM/TIOJOCTPHIM
MHUOKApIUTOM W/WIH JAPYTUMH KapauoMmMuomnarusMu. llocinemHue Tpu BapuaHTa  JTOJKHBI
paccMaTpuBaThCs Kak MPOTHOCTUYECKH HAMMEHEe OJarompusTHBIC, 4TO TPeOyeT CBOEBPEMEHHOTO
onpezeNieHus] MOKa3aHUW K XUPYPruuecKUM METOAaM JIeYeHMs (MMILIAaHTAllMM KapIuOBEPTEPOB-
neuOpUILIATOPOB, TPAHCIUIAHTAIIUHN CEP/IIIA).

4) Bcem GonbHBIM ¢ quarnozoM HKM nomkHO TpoBOIUTHCS 00CIeIOBaHUE, HAMIPABICHHOE HA
UCKITIOYCHHE MUOKapIuTa (KIHHUKO-aHAMHECTHYeCKas Tpuasa, onpeaeneaue JJHK kapauorpomnHbix
BHUPYCOB U aHTUKApJUAIbHBIX aHTUTEN B KPOBHU, OLIEHKA OTCPOUEHHOTO HAKOIJIEHUS KOHTPACTHOTO
npenapara B muokapae npu MPT/MCKT, Beimora B MOJIOCTH TEpUKapAa W Ip.), OCOOCHHO TPH
OCTPOM TIOSIBIIGHUU CHMIITOMOB, TSKEIOM TCUCHHH, HATMYNH YCTOMYMBBIX K JICYCHUIO HAPYIIICHUN
putMma (B iepByto ouepean JKT) u cucronuueckoit nucdynkuum JOK.

5) Bricokasi BepoSTHOCTh MHOKAapUTa HJIM HEOOXOIMMOCTh €r0 UCKIIOUEHUS TTepe] MPUHATHEM
pelieHuss O BBINIOJIHEHWHM TpaHCIUIaHTanuu cepana (y OompHBIX ¢ cuHzapomom JIKMII,
MHKYpaOeIbHBIMU KETYJJOUKOBBIMU APUTMHUSIMHU) SBIISETCS MOKAa3aHUEM K MPOBEACHUIO OMOICHUU
MHOKapaa y 6onbpHbIX ¢ HKM.

6) HeoOxoaumo cTpeMuThCsl K Haumboyiee paHHEMY Ha3HAYCHUIO KapAHOTPOIHOM Tepamnuu
(xkomOuHaIMu B-010KaTOPOB ¥ UHTHONTOPOB AIID) KaXkIOMY MAIIMEHTY C IOCTOBEPHBIM JUATHO30M
HKM, ocobenHo mpu Hanuuuu npuzHakoB cuctonnudeckor auchynkumu JDK. Tlpu coxpannoit
¢dbynakun JIK 1 OTCYTCTBUU CUMOITOMOB BO3MOXKHO PACCMOTPETh HEOOXOIUMOCTh MOHOTEpAITHH [3-
6mokaropamu, npu passepHyToit XCH mpenapaTbl Ha3HAualOTCS MO OOUIMM MPHHLIUIIAM JICYCHUS
XCH.

7) Bcem 6ompabIM ¢ HKM HeoOxoaumo HaOmogeHue ¢ mposeneHneM DXxoKI' B quHamuke He
peXke OJTHOTO pa3a B TOJI WM MPHU YXYIIICHUH COCTOSHUS.

8) Ilpu BBHISBICHUHM TOBBINICHHONW TpPaOEKyJISIPHOCTH, HE JOCTUTAIONICH KOJMMYECTBEHHBIX
kputepueB HKM, HO B codeTaHWM ¢ HAIMYUEM CHIDKCHHS CHCTOJIMYECKOW (YyHKIHMH/ AWIIaTallH
KaMmep cepria, apuTMHI/TpPOMO0IMOOTUIECKUX OCITIOKHEHUH HEOOXOMMO PaCIEHUBATh COCTOSTHHE
kak Msarkyio ¢opmy HKM u HampaBisITh ManMeHTa HAa TEHETHUYECKYIO0 KOHCYJBTAIUIO C IEJBI0

pemenust Bonpoca o Heooxoaumoctu JIHK-auarnoctukm, kak u B ciyyae passepuyroro HKM.

CIIMCOK COKPAIIEHUM U YCJIOBHBIX OBO3HAUEHUI

ACTCI — a-akTnH



153

BNP — nHarpuiilypeTu4ecKuil nenTum

DES —necmun

DSP — necmormuiakux

HCN4 — ynipaBnsiemMple MUKINISCKUMH HYKJICOTHAMU THTIEPIIOJIIPU3AIIMOHHO-aKTHBUPYEMbIE
KaHAJIBI

LDB3 — LIM-cBs3bIBaONANA JOMEH

LGE — oTcpoueHHOe HaKOIJIEHUE TaI0TUHUS
LMNA — namun

LQTS — cunapom ymymaénHoro uarepsaia QT
MYBPC3 — muo3us-cBs3sBarommii oenox C
MYH7 — tsixenas nemns Oera-MHUO3MHA

MYL2 — perynaropHas JIErkasi enb MUO3MHA-2
MYL3 — nérkas uenb MUO3UHA-3

PMI — a-1 nens TponnoMuo3uHa

SCNSA —o-cyObeAMHULIBI HATPUEBBIX KAaHAJIOB
TMEM43 — ren TpancMeMOpaHHOTO Oenka 43
TNNT2 — tpononuna T

TNNI3 — Tpononun I

TTN — res TuTUHA

CMV - Cytomegalovirus

EBV — Epstain Barr virus

HHV6 — Human Herpes Virus 6

HHVS8 — Human Herpes Virus 8

HR — hazard ratio (OTHOCHUTEIBHBIN PUCK)
HSV1 — Simplex Virus Type 1

HSV2 — Herpes Simplex Virus Type 2

PVB19 — Parvovirus B19

AB — aTprOBEHTPUKYJISIPHBIN

AJIIDK — apuT™MoOreHHas qucIuia3usi IpaBoro KemyJouka
AH® — anTunykneapusiii pakTop

AII® — aHrHOTeH3UHIIPEBPAIIAIONTNHI (pepMeHT
AT — aHTUKapAUaJIbHbIe aHTUTENA

ATBIIC — aHTUreHbI BOJIOKOH ITPOBO/IAIIEH CUCTEMBI CepAla
ATI'MK — aHTUTEHBI TJIAIKON MYCKYJIaTyphl
ATKMII — aHTUreHBI KAPAMOMHUOLIUTOB

ATD — aHTUTE€HBI PHIOTEIN

BIIC — Bpoxxa€HHBII NOPOK ceAlla

BCC — BHe3amnHas cepaedHasi CMEpTh

I'b — runepronuyeckas 60J1e3Hb

['KMII — runeprpodudeckas KapuOMUOTIaTHS
I'KC — rirokoKopTHKOCTEPOU B

JAN — noBepuTeIbHBIA HHTEPBAI

JAKMII — qunaraniioHHast KapAMOMUOIIATUS
KT — xenynoukoBas TaXUKapaUs

KOC — xenya04KoBbI€ IKCTPACUCTOIIBI

3C — 3agH49 CTEHKaA

NBC — nmemuueckas 601e3Hb cep/a

UKl — uMmmanTupyeMbiii KapauoBepTep-AaehuOpuIsaTop
NCT — uMMmyHOCynpeccuBHas TEPANUS

KAT — xoponapoanruorpadus

KJIO — xOoHeUHBIH THacTONMYECKU 00beM
KJIP — KOHEeUHbII TUAaCcCTOIUYECKUN pa3Mep
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KMII — kapauomuonatus

KCO — koHeuHbIl cuCcTONNYECKUN 00BEM

JDK — neBblii xemy10uek

JIHIIT" — neBast HOkKa myuka ['nca

JIIT — neBoe nipeacepaue

MA — MmepuaTenbHas apuTMus

MXII — MexoKeny104KoBast IEPEropoaKa

MP — mutpanbHas perypruramus

MPT — MarHuTHO-pe30HAHCHAsE TOMOTpadus
MCKT — mynbTHcUpagbHas KOMIbIOTEpHAs ToMorpadus
HXOC — Hagxeny104KOBbIE SKCTPACHCTOIIbI
HKM — HekoMIIaKTHBIN MUOKap.1

OP — oTHOCUTENBHBIN PUCKOB

[IBT — npoTuBOBHpYCHAs TEpanus

IDK — mpaBblii xKenypo4ex

[13P — nepenne-3aguuii pazmep

ITHIII" — npaBas HOKa mmydka ['uca

[T — mpaBoe npeacepane

MK — no3gHue NOTeHIMAIbI KeJTyJ0YKOB

[TIIP — nonumepa3Has 1enHas peakius

[13T — mO3UTPOHHO-3MUCUOHHAs TOMOTpadus
PYA — pagmouacroTHas abyiamms

CIJIA — cucronnueckoe JaBiI€HHUE B JIETOYHON apTEPUU
CPb — C-peakTuBHBIN O€IIOK

CCCY — cunapoM ci1aboCTH CHHYCOBOTO y371a

TK — TpexcTBOpUaThIi Ki1anaH

TII — Tpeneranue npencepaui

TP — TpukycnuaanbHas perypruramus

TOJIA — TpoM0O03MO0IHS JTETOYHON apTepuu

®B — dpakuus BeIOpoca

DK — hubpuIIAIHS KeTyT0UKOB

OK — dhyHKIMOHATBHBIN KJ1acc

OTK — Pakynprerckas TepaneBTuyeckas kanHuka umenu B.H. Bunorpanosa
XM — X0oaTepoBCKOE MOHUTOPUPOBAHHE

XCH — xpoHuueckas cep/ieqHasi HEJ0OCTaTOYHOCTb
OKI — anexkTpokapauorpadus

OKC — 371eKTpOKapAUOCTUMYIIATOP

OMB - sHIOMHOKapAHaIbHAS OUOTICHUS

Ox0KI — sxokapauorpadus
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MPHUJIOKEHHUE

NHdopmaums ana naymeHTa
YBaxkaemblii naumneHT(-Ka)!

Bac npurnawatoT NPUHATb y4yacTMe B UCCNeAO0BaHMM B PamMKax AMCCEepPTaLMOHHON paboTbl «CUHAPOM
HEKOMMAaKTHOrO MWOKapAa /IeBOTO KeAyAouyKa Yy B3POC/bIX: KAMHMYECKME BapuaHTbl, BO3MOMKHOCTU
KOMIMIEKCHOW AMArHOCTUKM, TEYEHUE N UCXOAbIN.

NccnepgoBaHne npoBoguT Bpad-uccnesosatesb MaBneHko EKkaTepMHa BagumoBHa nog pyKoBOACTBOM
npodeccopa kadpeaps! dakynbTeTckolh Tepanun Nel neyebHoro dakynbteta 6OY BMO Mepsbin MTMY nmeHun
N.M. CeyeHoBa MwuH3apaBa Poccumn a.m.H. Hepoctyna AnekcaHapa BukTtoposuua un npodeccopa Kadeapbl
Nly4eBOW AMArHOCTUKM U NyveBoi Tepanum nevebHoro dpakynbteta 4.m.H. CepoBa BceBonosga Mapucosnya.

MoKanyicta, BHMMATENbHO NPOYTUTE ITOT LOKYMEHT, B HEM cogepxutca WHopmauma o6
nccnenoBaHMKM, BO3MOXKHBIX PUCKax. Bce MHTepecytowme Bac Bonpocbl Bbl moxkeTe obcyanTb € Bpavyom-
nuccnegoBaTesieM U NpU KenaHum ¢ 6anskumu ntogbmu. Mocne Toro, Kak Bbl 03HAaKOMMUTECH C AaHHbLIM
OOKYMEHTOM M NPUMETE peLleHUe y4acTBOBaTb B UCC/Ief0BaHUK, Bam HyKHO ByZeT NocTaBuTb NoAMNMCh U 4aTy
B MHOOPMMPOBAHHOM COFNACMM Ha ABYX 3K3emnaapax. OgMH NOANUCAHHBIN U AATUPOBAHHBIMA 3K3eMNasap
nHpopmauum ans naumeHTa ¢ popmon MHGOPMMPOBAHHOIO COrnacua octaHeTcs y Bac.

Yyactue B uccnegoBaHnmn Aob6poBonbHOE, ecnn Bbl OTKaxeTecb, AWM, NOANUCAB Cornacue, U3MeHuTe
cBOe pelleHune B N0boe Bpems B Xoae uUccienoBaHna 6e3 06bACHEHUA NPUYMH, 3TO HE MOB/NAET Ha KavyecTso
OKa3aHua Bam meanUMHCKON MOMOLLM.

Bac npuraawatoT y4acTBOBaTb B 3TOM UCCNeA0BaHMKU, NOTOMY YTO y Bac yctaHoBAEH gmMarHo3 cMHAPOMA
HEKOMMAKTHOIroO MMOKapda NeBOro Xenyaodka.

Llenb nccnefoBaHUA — U3YUYUTb KAMHUMYECKME MPOABAEHUA U OLEHWUTb BO3MOMKHOCTU KOMM/IEKCHOM
(MHCTpymeHTanbHOW,  reHeTuyeckor, MopdoNorMyeckon, 1abopaTopHOM)  AMArHOCTUKM  CMHAPOMA
HEKOMMAaKTHOrO MWOKapAa /NeBoro Kenyaodka. OCHOBHbIMM MNPOABAEHUMAMW CUHAPOMA HEKOMMAKTHOro
MUOKapaa ABAAIOTCA HapylweHMs puUTMa cepaua, CepAedyHas HeaocTaTovyHOCTb M obpasoBaHMe TPOMOOB B
NONOCTUN IEBOTO Xenyaouka. B uccneaosaHnm nnaHunpyetca obcnegosath 75 YenoBek.

Ecnv Bbl cornacutecb NPUMHATL y4acTMe B UCCIe0BaHMM B PaMKax CTaHZAPTHbIX UCCiedoBaHMit Bam
6yayT nposedeHbl CreaylolMe aHanM3bl M Npoueaypbl — aHanusbl KpoBu (06WMI, BUMOXMMUYECKUIA,
NMMYHONOIMYECKNI, Ha YPOBEHb TOPMOHOB UTOBUAHON Kenesbl), IKI, cyTouHoe moHuTopuposaHue IKI no
XonTepy, axokapguorpadus.

B pamkax Hay4Horo uccnefoBaHma Bam 6yayT nposeaeHa cepoanarHoCTUKa KapAMOTPONHOM BUPYCHOM
uHbekummn (UMAO  HUWM  snugemunonorum; nabopatopua  «[HK-TexHonorus»), aHanM3 KpoBM Ha
aHTUMKapamnanbHble aHtTuTena (PHL, TpaHcnnaHntonormm mum. B.U.lLLymaKkoBa), reHeTuyeckoe obcnegoBaHue
(reHeTMyeckoe KoHcynbTMpoBaHue, [OHK-guarHocTuka), MynbTUCNMPasbHaA KOMMbIOTEpHasa Tomorpadus
cepala C BHYTPUBEHHbIM KOHTPACTMPOBAHMEM, B pALE Cy4aeB A1A YTOYHEHUA AMATHO3a U TaKTUKMK JledeHuns
Bam OyZeT NpeasiorKeHo NpoBeAeHMEe MarHUTHO-Pe30HaHCHOW ToMmorpadun cepgua ¢ ragoamHmem (Ha 6ase
NIPLL Poc3pgpasa; HLICCX mm. A.H.Bakynesa). Mpu Hannuum nokasaHwWi, obyCcNOBAEHHbIX COMYTCTBYHOLLEN
natonorunei (MBC, BocnanuTtenbHble 3ab01eBaHNA MUOKAPAA, NPEACTOALLAN KapaMoXMpypruyeckas onepaums),
M ANA Ha3HA4YeHWUA COOTBETCTBYHOLLEro JneyeHua OyaeT paccMaTpuBaTbCA HEOOXOAMMOCTb NpoBeAeHuA
KopoHapoaHrnorpadum, bMoncMm mmoKapaa no NoKasaHUaAM.
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MnaHvpyemas NPOAO/XKUTENLHOCTb WCCAeA0BaHMA cocTaBnseT 2 roga. [llepsoe ob6cnegosaHue
NPOBOAMTCA BO BPeMS HACTOSALLEN roCnuTannsaumm, satem yepes rog, (c Bamum cesaxkeTca Bpay-muccieoBaTesb)
WAW NpU yXyaweHun Bawero camoyyscTemsa.

B npouecce 06CI'IE,CI,OBaHVI’r'I Bam 6y,CI,ET nposoanTbCA nevyeHume, COOTBETCTBYHOLWEE BalLleMy ANArHO3y.

Bo3moxKHaa nonb3a ana Bac ot y4yactuAa B uccneaoBaHMm — nonyyeHue AOI'IOI'IHI/ITEI'IbHOVI VIHd)OpMaLI,I/II/I
O CcoCTOoAHMK Bawero 340p0BbA, KOTOPAA MOXET YTOYHUTb ANArHO3 U TeéM CamMmbiM MOBbLICUTb 3¢¢EKTI/IBHOCTI:
nposoanMoro nevyeHmAa, BO3MOXKHOCTb KOPPEKTUpOBaTb Jsie4eHUe No pe3ysibTaTamM NpPoBOAMMDBLIX B pPaMKax
HAay4YHOro nccneanosaHumA 06CI'I€,CI,OBaHI/Il‘/JI.

Bo3MmoXKHble pUCKM M HeyaobcTBa Ana Bac, cBA3aHHble C yyacTMem B MCCedoBaHMM, MOTYT 6biTb
BbI3BaHbl BO3HMKHOBEHWEM a/INIEPTUYECKMX PEaKL Ui, NOYEeYHOW HEAOCTAaTOYHOCTM Ha BBEAEHME KOHTPACTHOTO
BELLEeCTBa NpU NpoBeaeHMU MyNbTUCNINPAIbHOM KOMMNbIOTEPHOM ToMorpadun cepaua, KopoHapoaHruorpadpum
(Mpn HannumMm nokasaHuit). MNpoBeseHVe KaXK[Ooro uccienoBaHusa byaeT obcy:kaaTbea ¢ Bamu oTaesnbHO, Ha
npoBeAeHMe UCCNeA0BaHUM, KOTOPbIE COMPAMKEHbI C ONpPeAeeHHbIM PUCKOM (KOMMbIOTEPHAA U MarHUTHO-
pe3oHaHcHas Tomorpadusa c BHYTPUBEHHbIM KOHTPacTUpOBaHUEM, KopoHapoaHruorpadus,
3HAOMMOKapAMaabHasa 6uoncusa MNpu NoJO3PEHWMM Ha COMYTCTBYIOLWMA MUOKAPAMT), @ TaKKe CBA3aHbl C
MCMNONb30BaHNEM KOHPUAEHLMANbHON MHbOPMALMM OTHOCUTENbHO Bac M Bawelt cembu (reHeTmyeckoe
nccnepgosaHue), Bam 6yaer npeasioxKeHo 4aTb OTAE/NbHOE NMMCbMEHHOE cornacue.

MpoBeaeHe GONbLUMHCTBA MCCeA0BaHUI He MOTpebyeT maTepuasbHbIX 3aTpaT ¢ Balei CTOpoOHbI,
KpOoMe Tex UccaefoBaHUIA, KOTOpble He NPOBOAATCA HA 6ase YHUMBEPCUTETCKON KAMHUYECKOW 6onbHMLbl Nol
Mepsoro MIMY um.N.M.CeueHoBa (aHann3 KPoBM Ha KapAMOTPOMHYI BUPYCHYIO UHbeKuuto Ha 6ase HUU
anuaemuonoruum; nabopatopma «JHK-TexHonorna» B COOTBETCTBUM C LieHaMKU JaHHOW nabopaTtopumn). B page
CNy4YyaeB 418 YTOYHEHMA AMarHo3a U TaKTUKM ledyeHmnsa Bam Byaet npeasniorKeHo TakKe BbinosiHeHne MPT cepaua
Ha 6ase Apyrux yuperKaeHUi B COOTBETCTBMM C LLEHAMM YUYPEKAEHUS.

Bce cBeaeHua, noay4veHHble M3 Bawen MegUUMHCKON KapTbl, uCTOpUM 6GonesHu, OyayTt
paccmaTpuBaTbCA Kak KOHPuaeHumanbHaa nHbopmauma. Bol MmeeTe NpaBo NoAy4YMTb JOCTYN K MHGOPMaLuUKM o
COCTOSIHMM CBOETO 340P0BbA. Pe3ynbTaTbl AaHHOTO UCCNef0BaAHNA MOTYT HbITb 0Ny6MKOBaHbI 6e3 yKasaHMA Ha
Bawy AnyHoOCTb.

KoHTaKTHble TenedoHbl, N0 KOTOPbIM Bbl MOXKeTe NOAy4YnTb AONOAHUTENbHYIO MHPOPMaLMIO:
Bpay-uccnegosartens — MNaeneHko EkatepmHa BagnmosHa, 8(903)522-95-85;
Hay4HbI pyKkoBoauTenb — Hepoctyn AnekcaHap Buktoposud, 8(495)248-63-53.

UccnepoBaHue npoBoantca Ha base Kadegpbl dakynbreTckon Tepanumn Nel neyebHoro dakynbTeTa
MNepsoro MIMY nm. N.M. CeyeHoBa.

Haw aapec: r. MockBa, yi. bonbwasn Muporosckas, 6. YHUBepcUTeTCcKan KanHudeckas bonbHuua Nel Mepsoro
MIMY um.U.M.CeueHoBa. TenedoH 8(499)248-62-33

Cnacmnbo 3a Balle BHUMaHME K 3ToM MHOpMaLUK.
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dopma MHGOPMMPOBAHHOTO COrnacun

npountan(-a) MHGOPMaUMIO O HAYYHOM uCCNefoBaHUM «CUHAPOM HEKOMMAaKTHOrO MWOKapaa JeBoro
KEeNyaouka y B3POCAbIX: K/IMHUYECKME BAPWaHTbl, BO3MOMKHOCTM KOMIIEKCHOM AMArHOCTUKKM, TeYeHue U
MCXOAbI» U 5 COTNaceH(-a) B HEM y4acTBOBaATb.

MHe 6bina npeanocraBsieHa BO3SMOXHOCTb 3a4aTb nobble BOMPOCbI O MOeM y4aCTnun B nccieaoBaHnm m
NONYy4YnUTb Ha HUX OTBETbI, U Y MEHA 6b110 AO0CTAaTO4YHO BPEMEHM, YTOObI NMPUHATL pelweHne o ,CI,OGpOBOI'IbHOM
y4acTuun B UCCnegoBaHUMN.

A noHMmato, 4To mMory B ntoboe BpemMA No Moemy KenaHUK OTKa3aTbCA OT ,u,aaneﬁu.lero y4yactmAa B
ncecnegoBaHMM U ecnm A 3To caenako, To 3TO HE NOBIMAET HAa MO€E nocaegyruiee ne4eHne u BHMMmaHue Bpaqeﬁ.

1 nobpoBONLHO coOrnawarcb, 4YTOBbl MOM AaHHble, MOJYYEeHHble B X0A4e WcCcNeaoBaHuA,
MCNONb30BaZINCb B HaAydHbIX Lenax W 6biaM  onybaMKoBaHbl € ycioBuem cobnogeHua npasun
KOHOUAEHUMANbHOCTU.

A nonyumn(-a) aksemnaap «MHbopmaumm gaa naumeHTa ¢ popmoli UHPOPMUPOBAHHOTO COTNIACUAY.

®.1.0. naumeHTa/naumeHTKn

(neyaTHbIMM ByKBaMK)

MoAanuch naumeHTa/naumeHTKm [aTa v Bpems

®.1.0. Bpava-uccnegosatena

(neyaTHbIMKM ByKBamM)

Moanucb Bpaya-uccnegosatens [ata u Bpema
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NHdbopmauus ana naymerTa (AobposonbLa)
YBaxkaemblii nauneHT(-Ka)!

Bac npurnawatoT NPUHATb y4acTMe B UCCIeA0BaHMM B PaMKax AUCCEPTaLMOHHON paboTbl «CUHAPOM
HEKOMMAKTHOrO MWOKapAa /IeBOTO KeAyAouKa Yy B3POC/bIX: KAMHMYECKME BapuaHTbl, BO3MOMKHOCTU
KOMIM/IEKCHOW AMArHOCTUKM, TEYEHUE N UCXOAbI».

NccnepgoBaHne npoBoguT Bpad-uccnesosatesb MaBneHko EKkaTepMHa BagumoBHa nog pyKoBOACTBOM
npodeccopa kadpeapsl dakynbTeTckolh Tepanumn Nel neyebHoro dakynbteta BOY BMO Mepsbin MTMY nmeHun
N.M. CeyeHoBa MwuH3gpaBa Poccun a.m.H. Hepgoctyna AnekcaHapa Buktoposuua u npodeccopa Kadeapbl
Jly4eBOM AMArHOCTUKM U Ny4eBo Tepanuun nevebHoro dpakynbteta 4.m.H. CepoBa BceBonoga Mapmcosnya.

Moanyicra, BHWMMATENbHO MNPOYTUTE ISTOT [AOKYMEHT, B HEM CcoAepXutca WuHpopmauma o6
nccneaoBaHMM, BO3MOMKHbIX pUCKax. Bce MHTepecyowme Bac Bonpocbl Bbl moxkeTe obcyamuTb C Bpavyom-
uccnegoBatenem U Npu KenaHuum ¢ 6Anskumu ngpmu. MNocne Toro, Kak Bbl 03HAaKOMUTECH C AAHHbLIM
AOKYMEHTOM M NMPMMETE pelleHne y4acTBoBaThb B UCCeA0BaHMK, Bam HyXXHO ByaeT NocTaBuTb NOANUCHL U AaTy
B MHPOPMMPOBAHHOM COrlacMM Ha ABYX 3K3emnaapax. OAMH NOANWUCAHHBLIA M AAaTUPOBaHHbLIM 3K3eMnaap
HpopMauun ans naumeHTa c Gopmon MHGOPMMUPOBAHHOTO COracKs ocTaHeTcs y Bac.

Yyactue B uccnegoBaHumn Aob6poBonbHOE, ecnn Bbl OTKaxKeTecb, AWM, NOANUCAB Cornacue, U3MeHuTe
cBOe pelleHune B N0boe Bpems B Xoae uccienoBaHna 6e3 06bACHEHUA NPUYMH, 3TO He MOB/NAET Ha KauyecTso
OKa3aHua Bam meanuUMHCKON MoMOLLM.

Bac npurnawatroT y4yactBOBaTb B 3TOM WCCAeAOBaHMM, 4YTOo obycnoBneHo obHapyKeHuem y Bac
M3ObITOYHO Pa3BUTbLIX MbILWEYHbIX TAXKel (TpabeKyn) B NOJMOCTM NEBOrO KENyAO4YKa, YTO HOCWUT Has3BaHue
«MOBbILWEHHasA TPabeKyNAPHOCTb MMOKapAa». 3HauYMUTeIbHOE YBeIMYeHWe TONLWMHbI TPabeKy HOCUT Ha3BaHue
CMHAPOMA HEKOMMAKTHOrO MWOKapAa, AaHHbIX 33 HaauMuMe KoToporo y Bac He nonydyeHo. 3HauyeHue
06Hapy*KEeHHOro y BAaC COCTOSHUA NO AaHHbIM MEANLMHCKON UTEpPaATypbl He BNOJIHE ACHO, B CBSA3U C YeM Bam
NoKasaHo paclwmpeHHoe obcneaoBaHue 1 nocneaytowee HabaogeHuve.

Llenb nccnefoBaHuA — M3yYuUTb KAMHUYECKUE MPOABAEHUA U OLLEHUTb BO3MOXHOCTU KOMMJIEKCHOWM
(MHCTpYymMeHTanbHOW, reHeTudeckol, mopdonorMyeckon, nabopaTopHON) AUMArHOCTUKU AaHHbIX COCTOSHWM
(noBblweHHasa TpabeKyNAPHOCTb MMOKapAa M CMHAPOM HEKOMMAKTHOrO MMOKapZa) M BbIACHWUTbL Pasinuus
MeXay HUMW B NANaHe MoAxoAoB K HabawoaeHuto, nedyeHuto. OCHOBHbIMM MNPOABNEHUAMW CUHAPOMA
HEKOMMNAKTHOIO MMOKapaa (M, BO3MOXKHO, MOBbILWEHHOW TPabeKyNApPHOCTU) ABAAIOTCA HapylweHua puTMa
cepAua, cepaeyHan HeOCTaTOYHOCTb M 06pa3oBaHMe TPOMBOB B NOOCTU NEBOTO Keayao4Ka. B uccneposaHmm
naaHupyetca obcnenosaTb 75 yenosek.

Ecnv Bbl cornacutech NPUHATL y4acTMe B UCCIeL0BAaHMM B PaMKax CTaHAAPTHBIX MCCeaoBaHMit Bam
6yayT nposedeHbl CneaylolMe aHanM3bl M Npoueaypbl — aHanusbl KpoBu (06WMI, BUMOXMMUYECKUHA,
MMMYHONOIMYECKNI, Ha YPOBEHb TOPMOHOB LUTOBUAHOW Kenesbl), IKI, cyTouHoe moHuTopuposaHue KT no
XonTepy, axokapguorpadus.

B pamkax Hay4HoOro uccnefoBaHusa Bam 6yayT npoBegeHa cepoamnarHocTuKa KapAuoTPOMNHOWM BUPYCHOM
nHoekummn (UMAO  HUWN  snugemunonorum; nabopatopua  «[HK-TexHonorus»), aHanM3 KpoBM  Ha
aHTUMKapaunanbHble aHtTuTena (PHL, TpaHcnnaHvtonorMm mum. B.U.lLymakosa), reHeTudeckoe obcnegoBaHue
(reHeTuuyeckoe KoHcynbTUpoBaHue, [HK-gMarHocTMka), My/nbTUCNUpaNibHAA KOMMblOTEpPHAA Tomorpadus
cepAua ¢ BHYTPMBEHHbIM KOHTPacTUPOBaHMEM, B PAAE CNyYaeB ANA YTOYHEHUSA AMarHo3a U TaKTUKKU nedeHuns
Bam ByaeT npeasioXKeHo NposeAeHMe MarHUTHO-Pe3oHaHCHOM Tomorpadun cepgua ¢ ragoavHuem (Ha b6ase
NPU, Poczapasa; HLICCX um. A.H.Bakynesa). Mpu HanuMumm nokasaHwii, 0BYCNOBAEHHbIX COMYTCTBYHOLLLEN
natonorueit (M6C, BocnanutenbHble 3a6oneBaHUA MUOKapAa, NPeAcToALLanA KapAMoXMpypruyeckas onepaumsa),
M ANA HasHa4YeHWUs COOTBETCTBYIOLLEro JiedyeHua OyaeT paccmaTpuBaTbCA HeobXoAMMOCTb NpoBedeHUs
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KopoHapoaHrumorpadpum, 6uoncum muokapaa (no nokasaHuam). [lnaHMpyemas nNpPOAO/KUTENbHOCTb
uccnenoBaHuaA coctasnneT 2 roga. MNepsoe obcnenoBaHWe NPOBOAMTCA BO BPEMA HACTOSALLEN FrOCNUTaAN3aLLMM,
3aTem 4Yepes rog (c Bamu ceaxketca Bpay-uccnenosaresib) UAK NpU yXyAlleHUW Baluero camouyBCcTBuUA.

B npouecce 06CJ'Ie,£I,OBaHWr'I Bam 6y,CI,ET nposoanTbCA nevyeHme, COOTBETCTBYHOLWEE BalleMy ANArHo3y.

Bo3moxHasA nonb3a gna Bac oT yyacTva B UccaefoBaHUM — NOAyYeHne AoNoNAHUTENbHOW MHbOopMaLmUK
O COCTOAHUU Ballero 340p0BbA, KOTOPaA MOXET YTOYHUTb AMarHo3 U TemM CaMbiM MOBbICUTb 3PpPEKTUBHOCTb
NPOBOAMMOrO /ieYeHUs, NPOBeAeHNE KOPPEKLUUM leYeHNs No pesy/bTaTam MNPOBOAMMbBIX B PaMKax Hay4yHOro
nccneaoBaHua obcnegoBaHUA.

Bo3moMKHble pUCKM M HeyaobcTBa Ana Bac, cBA3aHHble C yyacTMem B MCCedoBaHMM, MOTYT 6biTb
BbI3BaHbl BO3HMKHOBEHWEM A/INIEPTUYECKMX PEaKL Ui, MOYEeYHOW HeAOCTaTOYHOCTM Ha BBeAEHME KOHTPACTHOIO
BELL,EeCTBa Npu NpoBeaeHMU MyNbTUCNINPAIbHOM KOMMNbIOTEPHOM ToMorpadun cepaua, KopoHapoaHruorpadpum
(Mpn HannumMm nokasaHuit). MNpoBeseHe KaXK[O0ro uccienoBaHusa byaet obcy:kaaTbea ¢ Bamu oTaesnbHO, Ha
npoBeAeHMe UCCeA0BaHNM, KOTOPbIE COMPAXKEHbI C ONpPeAeSeHHbIM PUCKOM (KOMMbIOTEPHAA U MarHUTHO-
pe3oHaHcHas Tomorpadusa c BHYTPUBEHHbIM KOHTPaCTUpOBaHUEM, KopoHapoaHruorpadus,
3HAOMMOKapAManbHasa 6uoncusa nNpu NoAO3PEHMM HA COMYTCTBYIOLWMIA MUOKAPAMT), @ TaKKe CBA3aHbl C
MCMNONb30BaHNEM KOHOUAEHLMANbHON MHOOPMALMM OTHOCUTENbHO Bac M Bawelt cembu (reHeTmMyeckoe
uccnepgosaHue), Bam 6yaer npedsioxKeHo 4aTb OTAE/bHOE NMMCbMEHHOE cornacue.

MpoBeaeHe GONBLUMHCTBA MCCeA0BaHUI He NOTpebyeT maTepuasibHbIX 3aTpaT ¢ Bawwei cTOpoHbI,
KpOMe Tex UccaefoBaHUI, KOTOpble He NPOBOAATCA Ha 6ase YHUMBEPCUTETCKON KAMHUYECKOW BonbHMLbI Nol
Mepsoro MITMY um.N.M.CeueHoBa (aHann3 KPOBM Ha MapPKepbl KaPAMOTPOMHOM BUPYCHOM MHbEKUUM Ha base
HWUU snmoemunonorMm B COOTBETCTBUWM C LEHAMM AaHHOM nabopatopuu). B page cnyyaes gns yTOYHEHMA
OMarHosa M TaKTUKKW nedveHna Bam Oyper npeasiorKeHo TaKiKe BblnosHeHMe MPT cepaua Ha 6ase pgpyrux
yupexXaeHuit B COOTBETCTBUM C LLEHAMM YUYPEKOEHNA.

Bce cBeaeHua, noay4veHHble M3 Bawen MegUUMHCKON KapTbl, uCTopun 6onesHu, Oyayt
paccmaTpuBaTbCA Kak KOHPUaeHuManbHaa nHbopmauua. Bbl MmeeTe NpaBo NOAYy4YMTb JOCTYN K MHGOPMaUUKM O
COCTOAIHMM CBOErO 340P0Bbs. Pe3ynbTaTbl 4AHHOMO UCCAEA0BAHMA MOTYT ObITb ONy6AMKOBaAHbI 6€3 YKazaHUs Ha
Bawy nnyHoCTb.

KoHTaKTHble TenedoHbl, N0 KOTOPbIM Bbl MOXKeTe NOAYyYNTb AONOAHUTENBHYIO MHPOPMaLMIO:
Bpay-uccnegosartens — NaeneHko EkatepmHa BagnmosHa, 8(903)522-95-85;

HayuyHbIli pykoBoauTenb — Hegoctyn AnekcaHap Buktoposuy, 8(495)248-63-53.

NccnepoBaHue npoBoanTca Ha 6ase Kadeapbl dakynbTeTcKol Tepanun Nel neyebHoro dakynbteTta MepsBoro
MIMY nm. U.M. CeyeHoBa.

Haw agpec: r. MockBa, yn. bonbluas MuporoscKkas, 6. YHUBepcUTeTCKaa KAnMHMYeckaa 6onbHMua Nel Mepsoro
MIMY um. .M. CeueHoBa. TenedoH 8(499)248-62-33

Cnacnbo 3a Bawe BHUMaHMe K 3ToM MHGopMaumm.



177

dopma MHGOPMMPOBAHHOTO COrnacun

npountan(-a) MHGOPMaUMIO O HAYYHOM MCCNefoBaHUM «CUHAPOM HEKOMMAaKTHOrO MWOKapAa JeBoro
KEeNyAouka y B3POCAbIX: K/IMHUYECKME BApPWaHTbl, BO3MOMHOCTM KOMIIEKCHOM AMArHOCTUKKM, TeYeHue U
MCXOAbI» U i COTNAceH(-a) B HEM y4acTBOBATb.

MHe 6bina npenocraBsieHa BO3SMOXHOCTb 3a4aTb nobble BOMPOCbI O MOeM y4aCTnun B nccaeaoBaHnm m
NOoNy4YnTb Ha HUX OTBETbI, U Y MEHA 6b110 AO0CTAaTOYHO BPEMEHM, YTOObI NPUHATL peweHne o ,D,OﬁpOBOIIbHON\
y4acTuun B UCCneagoBaHUMN.

A noHMMmato, uTo mMory B noboe BpemMA No MoeMmMy KeNaHUK OTKAa3aTbCA OT LI,al'IbHEI‘;iLIJEI'O y4yactmAa B
ncecnegoBaHMM U ecnm A 3To caenako, To 3TO HE NOBJIMAET HAa MO€e nociegyruiee ne4eHne n BHMMmaHue Bpaqeﬁ.

1 nobpoBONLHO cornawarcb, 4YTOBbl MOM AaHHble, MOJYYEHHble B XOA4e WccNeaoBaHuA,
MCNONb30BaZINCb B HaAydHbIX Lenax W 6biAM  onybanKoBaHbl C  ycioBuem cobogeHua npasBun
KOHOUAEHUMANbHOCTU.

A nonyumnn(-a) aksemnaap «MHbopmaumm gaa naumeHTa ¢ popmoli UHPOPMUPOBAHHOTO COTNIACUAY.

®.1.0. naumeHTa/naumeHTKn

(neyaTHbIMM ByKBamK)

MoAanuch naumeHTa/naumeHTKm [aTa v Bpems

®.1.0. Bpava-uccnegosatena

(neyaTHbIMKM ByKBamM)

Moanucb Bpayva-uccnegosatens [ata u Bpema
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