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OBLIASA XAPAKTEPUCTUKA PABOTbI

AKTYaJIbHOCTb T€MBI.

AputMoreHHas aucruiasus mpasoro skenypouka (AJITDK) — macnencTBeHHoe 3a0oieBaHHE
MHUOKapJa C BBICOKMM pPHCKOM BHe3amHou cepaeunoit cmeptu (BCC), xapakrtepusyrolieecs
nporpeccupyromuM  (GUOPO3HO-)KUPOBBIM  3aMEIIEHWEM  [PABOTO  JKENyI0YKa, KIMHHYECKU
MaHu]ecTHpYIoIIee KEeITyA0UYKOBBIMU HapyeHusiMu putma, [C. Basso, 2009].

Jlannas Ho3oJorus Obuta onucana G. Fontaine oTHOcHTENbHO HeAaBHO, B 1977 r., u BXoauja B
paspsa  peakux 3aboneBanuwii  [G. Fontaine, 1977], onmHako 1O TOCICIHUM JaHHBIM
pactnpoctpaneHHocTs AJIIIK cocraBmsier mopsiaka 1:2000 [Smith W., 2011;]. ¥V 15-20% mrozei,
yMepUINX BHE3AMHO B Bo3pacTe A0 35 JieT, Mpu BCKPHITUH OOHAPYKEHBI TUCTOJIOTHYECKHUE MTPU3HAKU
AIIDK [Thiene G., 1988; Corrado D., 1998]; Heckonpko pexke 3abojeBaHUE AUATHOCTUPYETCS Y
nereii [JleontheBa 1.B., 2017].

Ha ceromusimiHuii [eHb OTCYTCTBYET eanHas oOmenpunsTas knaccudukanus AITDK, kotopast
yuuThIBaJIa OBl BCE KIMHUYECKHE (opMbl 3a00JIeBaHUs U TIEPEXO0] OT OJHOM (GopMbl K Jpyroi. Ponb
COIIYTCTBYIOILIETO MUOKapaAuTa B KiuHu4eckoMm TeueHuu AJIIDK He sicHa, XOTS MPU TMCTOIOTHYECKOM
WCCJIIOBAaHUM AaKTUBHBIM MHOKapAUT oOHapyxwuBaerca Oonee ueM y 40% maumentoB ¢ AJIIDK
[Chimenti C., 2004]. OcobenHo octpo cTouT mpodsiema AudQepeHINATBPHOIO IHarHo3a MEXIY
AJIIDK u akTUBHBIM MHOKAPIUTOM: Yy TMAIMEHTOB, IMOJTHOCTHIO COOTBETCTBOBABIIMX KPUTEPUSIM
AJIDK, o pe3ynabpTaraMm 3HAOMUOKapauanbHO Ouorncun (OMB) auarHo3 ObLT MOATBEPKICH JTUIIH B
30% ciydaeB, B ocTanbHbIX 70% ObLIM OOHApy>KeHBI TPU3HAKW aKTHBHOTO MHOKapauta [Pieroni M.,
2004]. He paspaborana juarHoctrka Muokapauta B coudetanwu ¢ AJIIDK [XKupos U.B., 2015], He
U3Y4EHbl OCOOCHHOCTH CIIEKTpa aHTHKapIUalIbHBIX aHTUTEN Yy O0NbHBIX ¢ u3oaupoBaHHOM AJIIDK u
COYETaHHBIM MHOKApJAUTOM, HE YCTAaHOBJICHO BJIMSHUE MHOKapauTa Ha TedeHue u nporHo3 AJIIDK,
HET JaHHBIX O JICYEHUU MUOKapAuTa y nauueHToB ¢ AIIDK.

Takum oOpazom, wusyuenue kiauHuueckux ¢opm AJIIDK, paspaborka nuarHocTUku
COITYTCTBYIOILIETO MHOKapJuTa, OLIEHKa ero BKJIada B (OPMUPOBAHHME DPA3IUYHBIX (PopM OoJe3HH,
muddepennmansras auarHoctuku AJIIDK u Muokapaura, a Takke aHanu3 0cOOGHHOCTEW TEUYEeHUS U
UCXOJI0B 3a0oneBaHusi HAa (OHE KOMIUIEKCHOTO JICYCHHsS, B TOM YHCJIE JICUCHUS MHOKapAWTA,

MPEJCTABIISIETCS. BEChbMA AKTyaJIbHOM 3a7a4eil.

Ileny uccnedosanua: yCTaHOBUTH OCHOBHBIE KiIMHHMYeckue ¢opmbl (Bapuantel) AIIDK ¢
Y4ETOM pa3jIMYHOrOo BKJIa/Ja TEHETHYECKHX M BOCHAJIMTEIbHBIX MEXaHHU3MOB, YacTOTy U PpOJib
COITYTCTBYIOIIETO MHOKapIUTa, 0COOCHHOCTH MU epeHITHATEHON JUATHOCTHKH, JICUYSHHUS U TIPOTHO3a

IPU Ka)KJIOM U3 BapUAHTOB OOJIE3HU.



3aoauu uccnedosanus:

1. Beimenuts pasznuuHbie KiuHudeckue ¢opmbl (Bapuantel) AJ[IDK y mamueHToB C
JOCTOBEPHBIM, BEPOSTHBIM W BO3MOXHBIM JMAarHO30M COIJIACHO MEKIYHAPOJHBIM  KPUTEPHUSIM
nuarnoctukya AJITDK 2010 r.

2. OrmpenenuTh 4YacTOTy CONYTCTBYIOIIETO MHOKAapAUTa M €ro BKIaA B (OpMHpOBaHHUE
KJIMHUYECKOW KapTHHBI Y OOJIBbHBIX ¢ pa3auuHbiMU Bapuantamu A JIIDK ¢ npriMeHeHneM cepoiorHYecKuX,
MHCTPYMEHTAJIBHBIX M MOP(OIOTHYECKUX METOJIOB HCCIENOBAaHHUS B COMOCTABICHHH C TPYIIOH
CpaBHEHUSI.

3. W3yunth reHo-peHOTUNHMYECKHE KOPPEISIMU y TMAIMEHTOB C MO3UTUBHBIMU PE3YJIbTATAMU
JHK-muarnoctuku u  oueHuts 3ddextuBHocTh JIHK-anarHoctikyn y OOJBHBIX € PasIHMYHBIMU
KiMHuyeckumu Bapuantamu AJIITDK.

4. YCTaHOBUTPH CIEKTp 3a00J€BaHU, C KOTOPHIM HEOOXOAMMO MPOBOAUTH AU PepeHIIHATBEHYIO
JUArHOCTUKY TIPY pa3nyHbIX KiuHHYecknx Bapuantax AJIIDK B comocTaBieHuu ¢ TpyIinoi CpaBHEHMUS,
U pa3paboTaTh MPUHIIMIIEI ATOM AUATHOCTHKH.

5. ComnocTaBUTh pe3yNbTaThl MEIUKAMEHTO3HOTO, B TOM YHCII€ TPOTUBOBOCIATIUTENHLHOTO, U
WHTEPBEHIIMOHHOTO JIeUeHHUs1 y OOJBHBIX C PA3TUYHBIMU KIHMHUYecKuMU Bapuantamu AJITDK.

6. OueHUTh YacTOTy U MPETUKTOPHI HEOJATONPHUITHBIX UCXOJI0OB Y MAIIUCHTOB C Pa3InNIHBIMU

KIMHU4YeckuMH Bapuantamu A JIITK.

Hayunasa noeusna uccnedosanun:

1) BhoepBble pa3paboTaH pa3BEepHYTHI BapUaHT KIMHUYecKoi Kiaccubukammn AJITDK,
YUNTBHIBAIOIIEW OTCYTCTBHE WJIM HAJU4YME COMYTCTBYIOIIET0O MHOKApJIUTa, COYETaHHBIX (opM
NEPBUYHBIX KapJJUOMUONATUN U ONPENENSIONIEeH CIEKTp JUarHOCTUYECKUX U JIEYEOHBIX MEpONPUITUN
U OLIEHKY IIPOTHO3a 3a00JIeBaHHsl Y KOHKPETHOTO OOJIBHOTO;

2) BmepBble BbeneHa KiuHuYeckas ¢opma AJIIDK B covyeTaHun ¢ HEKOMIIAKTHBIM
MHOKap10M JieBoro xenynouka (HKM);

3) BIepBbIe H3y4EHBI pa3HbIC TPYINbl JHATHOCTHYCCKUX KPUTEPUEB, HEOOXOAMMBIX IS
i hepeHInanbHON TMarHOCTUKY pa3inuHbIX KimmHudeckux Gopm AJIIDK ¢ npyrumu 3a6oneBaHusIMU cO
CXOJIHOW KIIMHUYECKOM KapTWHOM (rpymma cpaBHEHHs), JOKa3aHa IMAarHOCTUYECKas 3HAUYMMOCTh psza
MPU3HAKOB, HE BXOJAIIMX B oOenpunsaThie kpurepun 2010 r.

4) wu3ydyeHa pOJb BOCHAIUTEIBHBIX M T'CHETHYECKMX MEXaHU3MOB B (OPMHUPOBAHUH
KJIMHUYECKON KapTHHBI 00JIe3HH, BIEPBbIE MPOJEMOHCTPUPOBAH MX PA3JIMUHbIM BKJIA] B 3aBUCHMOCTH
OT KJIMHMYEeCKOW (hopMbl; Joka3aHa 3HauMMocTh JIHK-nmarHoctuku, He3aBUCHUMO OT KIMHHUYECKOH

(GbOpMBI U TOCTOBEPHOCTH JIMAarHO3a, U3y4€Hbl FT€eHO-(DEHOTUITMYECKHE KOPPEISALIY;



5) BhoepBbie HM3y4YeHAa YACTOTa HEOJATOMPHUSTHBIX MCXOJO0B TMPH PA3JIUYHBIX KIMHHUCCKUX
dbopmax AJIDK, oOHapyXeHBI HOBBIE MPEIUKTOPHI HEOIArONMPHUATHBIX HCXOJOB [CMEPTh,
OTNpaBJaHHBIC  cpadaThIBaHUS  UMIUIAHTUpyeMoro  KkapauoBeprepa-aepuopmmisatopa  (UKI),
ycroiumBas skemymoukoBas Taxukapaums (OKT), ¢ubpwmisanus xemymoukoB (DXK), xponumueckas
cepaeuHas HegocratouHocTs (XCH)].

6) BmepBble  NPOJCMOHCTPUPOBAHA  IIE€1€COOOPAa3HOCTh  JICUCHHS  COMYTCTBYIOIIETO

XPOHUYECKOT0 HH(PEKIIMOHHO-UMMYHHOTO MHUOKapauTa y narueHToB ¢ AJITDK.

Ilpakmuueckas 3HaUUMOCMb UCCTIE006AHUA:

1) uenecooOpa3HO HCIOIB30BaHHE MpeyIoKeHHOM Kinaccudukanuu AJIIDK B xinHUYECKOH
IPAaKTUKE U OLEHKHM CIEKTpa JAMAarHOCTMYECKMX U JIEYEOHBIX MEPONPUSATHH M OLEHKH IPOrHO3a
3a00JIeBaHUS;

2) TMpPEeUIOKECHBI JIOTMOJIHUTENbHbIE Kpurepuu aumarHoctuku AJIIDK mpu Beex dopmax
0oJ1e3HM: HU3KUH BOJBTaX KoMmIuiekcoB QRS, )KupoBbIe BKIIOYEHUST B MUOKap/e 1mo JanHbiM MPT u
00MOpOKH 0€3 MpeIBECTHUKOB B aHAMHE3E;

3) mpoaeMoHcTpupoBaHa 3HaunMocTh JJHK-muarnoctuku mpu 000l KiMHUYecKod (opme
AJITDK, BxiIroYas TaTEHTHYIO apUTMHUYECKYIO, HE3aBUCHMO OT JIOCTOBEPHOCTHU JAMArH03a; y OOJbHBIX C
couetannem AJIIDK u HekoMmakTHOro Muokapna uenecooOpasHo nposeaenue JJHK-nuarnoctuku B
reHaX, OTBETCTBEHHBIX 32 Pa3BUTHE 000MX 3a00JI€BaHUM;

4) anpoOHMpOBaHBl TMOAXOMABl K JUATHOCTHUKE COIMYTCTBYIOIIETO MHOKApAWUTa y OONBHBIX C
AJITDX u ero neuyenuto;

5) mnpoBesieHa oreHKa PPEKTUBHOCTH aHTHAPUTMHIECKOH, UMMYHOCYTIPECCUBHOM Teparuu (IpH
HaJIMYUKM COITYTCTBYIOLLIETO MHOKApJIUTA), a TaKKe pPAa3JIMYHbIX HHTEPBEHLMOHHBIX BMEIIATEILCTB
[panuovacrotHas abnanus (PYA), ummanTanus kapauoeprepos-nepudpmusitopos, (MKJ)] y 6oabHBIX
¢ paznmuuHbiMH KIMHWYecKkMMHU (opmamu AJITDK, uto mo3Bossier mpoBoauTh Au(hepeHIMpPOBaHHBIN
BBIOOD JIEUEHHUS Y pa3HbIX OOJIbHBIX;

6) pa3pa®oTaHbl KaJbKYJISATOPHI PHCKa JETAIBHOCTH, BO3HHUKHOBeHHs yctonumBoi JXT wu

pasButust XCH ainst crparudukanum pucka HeOIaronpusTHHIX HCXO/I0B.

OcHo6Hble nON0JCeHUA, 6BIHOCUMbLE HA 3QUUIMY:
1.Boinenensl ueTblpe ocHOBHBbIE KinHHuYeckue ¢Gopmbl AJIIDK, ycToiiunBbie BO BpeMeHH:
|. JlatenTHas apuTMHYecKas — wyacTas >KeNIyI04YKoBas OJKCTpacucTtonusi w/uiam HeycroiuuBas KT.
Il. Pa3Bepuytas aputmudeckas — ycroiuuBas KT/ XK. III. AIAIDK ¢ nporpeccupyromeit XCH (kak
OCHOBHBIM KIMHUYECKUM TposiBieHneM 3adoneBanust). [V. Coueranne AIIDK ¢ HKM.
2. Ilpu xaxmoit u3 BeieneHHbIX KimHnYeckux Gopm AJITDK mmeeTcs cBoil ciekTp Hanboee

WH()OPMATUBHBIX JUAarHOCTHYECKUX KPUTEPUEB, KOTOPBIM IMO3BOJIsAeT HambOomee >PPEKTUBHO



npoBOIUTHh Au(PepeHInanbHyl0 JUarHOCTUKY CO CXOIHBIMU 3a00NeBaHHMSIMU; A BceX (opm
YCTaHOBJICHA TUArHOCTHYECKas 3HAYUMOCTb Psijia AUArHOCTUYECKUX MPU3HAKOB, HE BKIIOUYEHHBIX B
oOmenpuHAThIe KpuTepuu auarnoctuku 2010 T.

3. ComytctBytonmii Muokapaut auarHoctuponan y 70% nammentoB ¢ AJIIDK, on moxer umersb
KaK MepBUYHYIO (MH(PEKIMOHHYIO), TaK ¥ BTOPUUHYIO (AyTOMMMYHHYIO) IpHpoAy. Bkia renerndeckux u
BOCTIAIUTENbHBIX MeXxaHu3MoB B (opmupoBanue AJIIDK pasznuuaercs B 3aBucMMOCTH OT (HOpMBI
3a00JIeBaHUs: TPU JIATEHTHOM apuTMuueckod ¢Gopme s MaHU(decTauu U POrpecCUPOBAHUS
3a00NeBaHUs HEOOXOANMO NPHCOEIUHEHNE MUOKAPHTA, MPU PAa3BEPHYTOH apUTMUYECKOH (opme poib
BOCHAJIEHHU MUHUMaJIbHA, Tipeo0iiazaer Bo3aericTeue Myranuii, a mpu AJIIDK ¢ nmporpeccupyromieit XCH
u B couetanuu ¢ HKM onnHakoBo BakHO BIMAHUE 000UX (HaKTOPOB.

4. Haubosee 3HAYMMBIMU MPEIUKTOPAMH CMEPTH CTaiu Hanmmuue ycroitumBor KT (p =0,028),
nosbitiieHre ypoBHst C-peaktuHoro Oenka (CPB) > 0,6 mr/mn (p =0,001), dbpakims BeIOpoca J€BOTO
xemynouka (OB JDK) < 35%; npenukropamu ycroitunBoit KT — o6bem mpaBoro mpeacepaus (I11T) > 80
M (p = 0,004) u nanmuue veyctoituuBoi KT (p = 0,033); npeaukropoM afgekBaTHbIX cpadbarsiBanmii MK /]
— KoHeuHbll quactonuyeckuit pasmep (KIAP) JDK =5 cm (p = 0,038), a npequkropamu pazsutust XCH —
oowsem III1>70 ma (p<0,001), naBHocTh 3aboneBanust > 5,5 roxa (P =0,007) u MOBBIICHUE YPOBHS

CPB > 0,2 mr/mi (p = 0,05).

Cmenens 0ocmosepnocmu u anpobdauus pe3yibmamos

Amnpo6anus padotsl mpoBeaeHa 6 cenTsa0psa 2018 roxa Ha 3acenanuu kadenps! GpakyIbTETCKOM
tepaniuun Nel neuebHOro ¢akynprera ®I'AOY BO IlepBoro MOCKOBCKOro TrocynapCTBEHHOIO
MenuuuHckoro yHuBepcutrera uM. M.M. CedenoBa. Marepuansl AuccepTaluy JIOJI0KEHb Ha
Poccuiickux HaumoHanbHBIX KoHrpeccax kapauosoros (EkarepunOypr, 2016 r.; Cankr-IlerepOypr,
2017 r.; MockBa, 2018 r.), Mexaynapoaaom koHrpecce Kapmumoctum (Cankr-IlerepOypr, 2018 T.),
EBporieiickix KoHrpeccax mo cepjaeuHoit Hemocrarounoctu (Heart Failure Congress, Ilapwxk, 2017 r.;
Bena, 2018r1.), 14" International Symposium on Variants in the Genome: detection, sequencing

& interpretation (Cantbsiro-ne-Komnocrena, 2017 r.).

Jluunwui 6knad aemopa
ABTOpY NpPUHAUIEKUT BEAyIlas pojb B BHIOOpE HampaBlieHHUs HMCCIEAOBaHUS, €ro MPOBEICHUH,
CTaTUCTUYECKON 00paboTKe, aHaau3e W 00O0OIEHUH MOTYyYeHHBIX pe3ylbTaToB. Bkian aBTopa siBiseTcs
OIPE/ICIISAIONIMM | 3aKJII0YAeTCs] B HEMOCPEACTBEHHOM YYaCTMM Ha BCEX JTarlax MCCIeOBAaHUSA: OT
MIOCTAHOBKH 337124, MX TEOPETHYECKOW M KIMHHUYECKOM pealn3aluu 10 OOCYXIEHHS pe3yJbTaToB B

Hay4YHBIX ny6nm<am/mx " JOKJIaJJaxX U UX BHCAPCHUA B IIPAKTUKY.



Breodpenue pesynomamos é npakmuxy

Pesynbrarhl uccienoBaHus BHEAPEHBI B Jie4eOHBIH W ydeOHBIN mporecc DakyabTETCKON
TepaneBTUUecKord KiIMHUKKM uMeHn B.H. BunorpamoBa m kadenpsl ¢dakynprerckoir Tepanun Nel
neyebHoro ¢akynprera IlepBoro MOCKOBCKOTO TOCYAapCTBEHHOTO MEIUIIMHCKOTO YHUBEPCUTETA UM.
.M. Ceuenosa.

Coomeemcmeue ouccepmayuu nacnopmy HaAy4HOU CREYUAIbHOCHU

Hay4nple mOJIOKEHUSI AWCCEPTAllMM COOTBETCTBYIOT ¢opmyse crnenuanpHoctn 14.01.05 —
«KapAMOJIOTHs». Pe3ynbTaThl MPOBEIEHHOIO MCCIEIOBAHHUS COOTBETCTBYIOT OOJIACTH MCCIIEOBAHUS
CIEMAJIbHOCTH, KOHKPETHO — IIYHKTaM macnopTta kapauoioruu 4, 7, 11, 14.

Ilyonukayuu

[To Teme auccepranmuu omyOiukoBaHo 17 Hay4yHBIX paboT, BKIIOUYas S5 craredl B KypHalax,
pexomennoBanHbiXx BAK Poccuiickoit denepannu.

Obvem u cmpykmypa ouccepmayuu

Huccepranus u3ioxeHa Ha 226 CTpaHHWIIAX MAIIMHOMKHCH W COCTOMT W3 BBeAeHMs, 4 IIaB,
3aKIIOYEHHs, BBIBOJOB, IPAKTHYECKHX pEKOMeHaanui, Oubnmorpaduueckoro cmmcka (213
UCTOYHUKOB IUTEpaTypbl: 12 oTedecTBeHHBIX M 211 MHOCTpaHHBIX) W HpHIIOKeHUs. Juccepranus
wutoctpupoBana 60 tabnuuamu, 58 pucyHKamu.

COJAEPKAHUE PABOTHBI

Marepunaibl 1 METOABI HCCJICAOBAHUS

B ocnosnyto epynny BkmoueHo 54 mnanuenta ¢ auarHosom AJIIDK, ycraHoBineHHBIM B
cootBeTcTBUH ¢ MoauduirpoBanubivMu kputepusmu 2010 r. (TFC) [Marcus F., McKenna W., 2010].
Cpenuuii Bo3pact manueHToB 38,7+14,11eT, myxuunsl - 23 (42,6%). JlocTOBEpHBIN AUArHo3 OBLI
nocraniieH 34 O0NbHBIM, BepOATHBIN - 18, Bo3MOXHBIN - 2. Cpok HaOmroneHus coctasua 21 [6; 60]
Mec.

B epynny cpaenenus Bomen 61 mamueHT, y 3THX OOJIBHBIX WMEIUCH JIUIIb OTJEIbHBIE
nuarHoctuueckue kpurepun AJIIDK, KOTOpBIX HEIOCTAaTOYHO Il TOCTAHOBKM BO3MOYXHOTO
nuarao3a. CpeJHUH BO3pacT MAIMEHTOB B rpymie cpaBHeHHs 45,6+£14,2net, MmyxuuHsl - 28 (45,9%).
Cpox Habmonenus coctasuiu 13 [7,5; 28] mec.

OO0s13aTeNIbHBIM  YCIIOBHEM JUISl y4acTHsl B HCCIIEOBaHMM ObUIO HaJlW4He MHCbMEHHOIO
MH(OPMUPOBAHHOTO COTJIaCHs, TEKCT KOTOpOro pa3paboTaH aBTOpoM U 0J00peH JlokanbHbIM
Komurerom no stuke Ilepporo MoCKOBCKOro rocy1apCTBEHHOTO MEIMIMHCKOIO YHMBEPCUTETA MUMEHH
N.M. Ceuenona (mporokost Ne 11-15 ot 16.02.2015 r.).

B uccnedosanue mne e6xmoyanucy TAUUMEHTHl C JIEKOMIIEHCUPOBAHHBIMH BPOXJIECHHBIMHU

MOPOKAMH Cep/illa ¢ EPEeTrpy3KOM MPaBbIX OTAEIOB CEP/Ila, MAUEHTH C TPOMOOIMOOIHMEH JIErOuHOM



apTepuy, NEPBUYHOM JIETOUYHOM T'MIIEPTEH3UEH, JIETOUHBIM CEpALEM, a TAaKKe Jnla miaame 18 ner,
OepeMeHHble, KOPMSILUE U NMAUEHTHI ¢ IEKOMIIEHCUPOBAaHHBIMU IICUXUYECKMMHU PACCTPOUCTBAMM.

Bcewm nanuentam B 00eux rpymmnax ObUIM BBIIOJHEHB! cOOp ajlo0 U aHaMHe3a, CTaHIapTHBIN
Habop snaboparopHoil nuarHoctuku, onpeaenenue JJHK kapauorponubsix BUpycoB B kpoBu (Herpes
Simplex Virus Type 2, Cytomegalovirus, Herpes Simplex Virus Type 1, Epstein-Barr virus, Varicella
zoster virus, Parvovirus B19, HumanHerpesVirus 6, HumanHerpesVirus 8), siekrpokapanorpamMma
(OKT) B 12 otBeaeHusx, cyrounoe MonutopupoBanue IKI' mo Xonrepy, sxokapauorpadus (3xoKI).

Bcem mamuenTam B ocHOBHOW Tpymme Obuta mnposeneHa JHK-mmarmoctuka AJIIDK
(mabopatopust memuuuuckoil reHerukn PHIX wum. akan. B.B.IlerpoBckoro). Iloumck wmyrtanumit
OCYILECTBIISUICA B KOAUPYIOIIMX M HPUIEKAIIUX MHTPOHHBIX IOCIEA0BATEIbHOCTSIX JIE€CMOCOMHBIX
(PKP2, DSG2, DSP, DSC2, JUP) u nemecmocomunix renoB (TMEM43, TGFB3, PLN, LMNA, DES,
EMD, SCN5A, LDB3, CTTNA3, CRYAB, FLNC). Onpenencare ypoBHS aHTHKAapAHaIbHBIX aHTHTEI
[AT, anTHHYKJIEapHBIH (akTop (C aHTUTEHOM cepjia ObIKa), aHTUTeNa K AHTUTCHaM JHJIOTENHA,
KapJIMOMUOILIUTOB, TIJIQJKOH MYCKYJaTypbl, BOJIOKOH HPOBOJINEH CUCTEMbI cepanal MeTroaom
HENpsIMOr0  UMMYHO(JIIOOPECIEHTHOrO  aHanu3a (oTaen  kimHudecko martonorun  OHUIL]
TPAHCIUIAHTOJIOTMU M HCKYCCTBEHHBIX OpraHoB mMmeHu akaj. B.W. IllymakoBa) BbmmonHeHno 79,6%
NAIMEHTOB B OCHOBHOM rpynme u 86,9% B rpymmne cpaBHeHUs. MarHuTHO-pe3oHaHCHasi ToMorpadus
(MPT) cepaua Bemonnena 90,7% u 51,6% nanueHTOB B OCHOBHOM TpyIllie U B IPYIIIE CPAaBHEHUS
COOTBETCTBEHHO. Mop(hosoruueckoe HCCIe0BaHUEe MHOKapaa (SHAOMHMOKapaualibHas Ouorcus
npaBoro xkenynouka, [DK, ayroncus) nposeneHo 7,4% mnanueHToB B OCHOBHOU rpymnne u 16,4% B
rpynme cpaBHEHUS.

VY OGonplieil 4acTU MAUEHTOB OUACHOCMUKA MUOKAPOUmMA OCYIIECTBISAIach HEMHBa3WBHBIM
oOpazoMm. [l 3TOro MNpOBOJMIACH KOMIUIEKCHAs OIEHKAa CIEQYIOUIMX I[apaMeTpoB: HaJUuue
aHaAMHECTHUYECKOW TpHabl (CBA3b J1e0r0Ta 3a00J€BaHMs C IEpeHECEeHHON HH(EKIUEei; 0cTpoe Havyalo;
JaBHOCTbH 3a0o0seBaHMsI MeHee | rojia), MOBBIIIEHHE TUTPOB aHTUKApIUAIbHBIX aHTUTEN, CUCTEMHBIE
MMMYHHBIE MPOSBIIEHUS, OTCPOUYEHHOE HAKOIUIEHHE KOHTpacTHoro mnpemnapara npu MPT w/wm
MyJbTUCTIUpaTbHON KommbloTepHOi Tomorpadun (MCKT) cepaua u ap. [bmarosa O.B., Ocunosa
10.B., Hegoctyn A.B., 2017]. V 2 naniueHTOB B OCHOBHOM I'pyMIe U y 8 B IpyIIIE€ CPAaBHEHUS HAaJIU4ne
MHUOKapIuTa ObUIO MOATBEPKACHO MOP(HOIOTUYECKH.

Jluzaiin  uccnedosanusi TpEACTaBICH Ha pucyHke 1. B 3aBucumoctn OT pe3ynbTaToB
o0cIieIoBaHus MAIMEHTHl Pa3/IeIsUIUCh HA OCHOBHYIO TPYINy (B CiIydae, €CM y HUX ObUTH KpUTEPUH
JIOCTOBEPHOI'0, BEPOSITHOrO MM Bo3MOxHOro auarHosa AJIIDK) u rpynny cpaBHeHus (IAUEHTHI C
OTIENBbHBIMUA KPUTEPUSIMH, HeAocTaTouHbIMH s auarHoza AJIIDK). B panpreitmem BHYyTpH
OCHOBHOM TIpyIIbl ObUIM BBIAEIEHBI TPU MHOATPYHIBI B 3aBUCUMOCTH OT KIMHMYECKOI'O TEUEHHS

3a00JIeBaHMA: MTALMEHTHI C JaTeHTHOH aputMmuueckoi popmoit AIIDK (n = 29, yacTas sxenyao4ukoBas



skctpacucronuss (KIC) w/mmu HeycroituuBas XKT); pasBepHyToi apurmudeckoit ¢opmoii (n =11,
ycroituuBas JKT/DXK); AIIDK c¢ mporpeccupyromeit XCH (n =14, XCH sBasercs OCHOBHBIM

KIIMHUYECKUM TIPOSIBIICHUEM 3a00JICBaHMUS ).
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y
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12 mec.

Pucynoxk 1. {u3aiin ucciaegopanus (M+ - ectb Muokapant, M— - HeT MUOKAPAUTA)

B rpymnme cpaBHeHus OonbHBIE ObUIM TaK)Ke pas[eNeHbl HA TPHU MOJOO0HBIE MOATPYMIBL: 1)
0oJbHBIE C YacTOM MpaBOKEIYJOYKOBOHM skcTpacucronuei (Oonee 5000/cyT.) mpu OTCYTCTBUU
CTPYKTypHOTO 3aboneBanusi cepana (N = 24); 2) MalnuMeHThl ¢ YCTOMYMBOW TMPABOKETYTOYKOBOM
TaxHKapJIued Mpu OTCYTCTBUH CTPYKTYpHOTO 3aboneBanus cepana (N = 9); 3) GonbHbIE C AUIaTaIeH
ITK 60aee 35 MM o ganasiM Dx0oKI', n = 20);

B xone cratuctudeckoid 00pabOTKH JaHHBIX MPOBOJIMIOCH KaK CPAaBHEHHUE COOTBETCTBYIONTUX
MOJATPYII ITONAPHO, TaK W COIMOCTABIICHUE OCHOBHOW TPYIIIBI M TPYIIBI CPAaBHEHUS B IEIIOM. Y
Ka&XI0r0 OOJBHOTO YUYWTHIBAIOCH HAIMYME WM OTCYTCTBHE COIYTCTBYIOIIETO MHOKapIUTa.
CpaBHUBAINCh MEXAYy COOOM MalMEHThI C MHOKAapAUTOM W 0e3 MHUOKapJIuTa B OCHOBHOW TpyIIIe, a

TaK)Ke MaleHThl C MUOKapAUTOM B OCHOBHOM TPYIINE U B TPYIIIE CPABHEHHUS.
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Ha omane neuenuss mpoBoIwIMCh MEAMKAMEHTO3Has Tepamus M, NMPU HAIMYMU TOKA3aHWH,
MHTEPBEHIIIOHHOE JIe4eHHe. MeIuKaMEeHTO3HOe JIe4eHHE BKIIoYaIo B ce0s 1moadop ONTUMAalbHON
AQHTUAPUTMUYECKON M KapJUOTPOIHON Tepanuu, Ha3HAYeHHE AUYPETHKOB MPH HAJIMYMU KIMHUYECKUX
nposieiieHnii XCH; B ciydae BBISBIEHHMSI aKTMBHOT'O MHOKapIuTa Y 4acTU OOJBHBIX MPOBOJIWIICS KypC
ummyHocymnpeccuBHoi Tepanun (MCT). MHTepBEeHIIMOHHOE JIeueHHe BKIII0YaIo B ceds BoimonHeHne PUA
aput™MoreHHoro ¢oxkyca rpu yactoir MonomopdHoi XKIC wm ycrorurnBoi KT u nmriantaruro MK,

Ha asmane xonmpona 4epe3 12 mecsueB NpoBOAMIOCH MOBTOPHOE 00CIIEOBaHUE IMALMEHTA,
KoTopoe noapazymenano BoinoiaHeHnue DKI', cyrounoro monutopuposanus IKI' no Xonrepy, 9xoKT,
OTIpe/ieIeHne TUTPOB aHTHKApAHAIbHBIX AT B quHaMuke. Cpok HaOmoaeHus npesbicui 12 mec. y 38
(70%) mnamuenToB B ocHOBHOU rpymmne u y 37 (58%) - B rpymnme cpaBHeHusi. CpenHuil cpok
HaOII0/IeHUs1 B OCHOBHOM rpymre coctasui 21,5 [6; 60] mec., a B rpymine cpaBHenus 13 [7,5; 28] mec.

B wuccnenoBaHMM OLEHUBAINUCH CIEAYIOIIUE UCXO0bI (KOHeUHble MOYKU): CMEpPTh OT
KapAMOJIOTMYECKUX U HMHBIX IPUYUH, OOMOpPOKH, 3apEeruCTpUPOBAaHHbIE 3MM301bl ycroitunoit KT,
@K, anexBarnble cpabareiBanus UK/, pa3Butue cepiedHoil HeOCTATOUHOCTH.

s cmamucmuuecko2o ananuza OaHHbIX UCIONb30Banack nporpamMa IBM SPSS Statistics
v.22. JIUCKpeTHble JaHHbIC IPEACTaBIECHbl B BHJE pacHpeleneHuss aOCOMIOTHBIX 3HAYeHUH U
IPOIICHTOB, HEMIPEPHIBHBIC — B BUE CPEIHETO apu(METHUECKOTO + CPETHEKBAAPATHYHOE OTKIIOHEHUE
B cllydyae NMpUOJIM3UTEIFHO HOPMAIBbHOIO pacupelenieHus Wi B Bujae kBaptuiiei 50 [25; 75], ecnu
pacrpeicieHue BEJIMYMH 3HAUYUTEIbHO OTJIMYAETCS OT HOpMalbHOTro. CpaBHEHHE NAIMEHTOB IIO
rpynnaMm (He3aBUCHUMbIE BBIOOPKH) MPOBOIMIIOCH IPU MOMOILU x2 (mns Tabmury 2x2 — B BapWaHTe
ToyHOrO Tecta duiiepa), a A7 OCTATBHBIX TUIIOB NTEPEMEHHBIX — Mpu oMo 7-tecta CThIOJIeHTa B
ciy4yae OpHUOIM3UTENBHO HOPMAJIbHOTO paclpelesieHus W uucia HaOmoneHud cseime 50, B
IPOTUBONOJIOXKHOM cilydae ucnonb3oBayics U-trect ManHa — YuTHu. [Ipy NOBTOPHBIX H3MEPEHMSIX
UCTIONB30BaJICA KpUTEepUH YMIKOKCOHA. J[ocTOBEpHBIMHM (CTaTUCTUYECKM 3HAUYUMBIMH) CUUTAIUCH
pasnmuuust npu P <0,05. Ilpu oueHke MNPEeIUKTOPOB HCXOJOB 3a00JEBaHUS PACCUMTHIBAIUCH
otHomienne 1maHcoB (OL) wu  95%-wbiii  noBeputenbHbt  uHTepBan (W), a Takke nans
0IHO(AKTOPHOTO M MHOTO(AaKTOPHOIO aHalli3a WCIOJIb30BAJIUCH JIMHEHHAsT M JIOTUCTHYECKUE
perpeccun, perpeccust Kokca. /st onpenenenys noporoBbiX 3HaUYEHUI NMpU aHAJIN3€ NPEAUKTOPOB U
OLIEHKH JIMarHOCTUYECKON IIEeHHOCTHU Pa3IMUHBIX apaMeTpoB npumensics ROC-ananus.

PE3YJIBTATBI UCCJIEJOBAHUSA
1. Kiimnnueckue ¢popmbr AJIITK.
VY manueHToB OCHOBHOW TpyNmbl ObUIM TMPOAHAIM3UPOBAHBI OCOOEHHOCTH KIMHMYECKUX
NPOSIBIIEHUN U TeueHHs 3a00JIeBaHUs, B COOTBETCTBUU C KOTOPHIMH HaMM BBIJIENIEHO 4 OCHOBHBIE

knnanueckue popmel AJTDK:
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l. Jlamenmnas apummuueckaa ¢popma — nposiBiasercs uvactorn XKXIC w/mnmm smm301aMU
HeycrorunBoi KT B orcyrcrBue ycroitunBoit XKT. OcHoBHOM nuddepeHInaIbHbIA JUArH03 TP TN
KIMHU4YecKor (opme ciemyer mpoBoauTh ¢ wuauonatudeckoi JXOC um muokapautom. JlanHas
KIMHUYecKass (opMa XapaKTepu3yeTcsi OTCYTCTBHEM (paTalbHBIX apUTMHUYECKUX COOBITHH U
JIETabHBIX MCXOJIOB, a TAK)KE OTHOCUTEIILHO BBICOKOMH 3 dekTuBHOCTRI0O PUA (71%), O cpaBHEHHUIO
¢ apyrumu opmamu. Y mnarmuentoB ¢ AJ[IIDK dame, dem B rpymme CpaBHEHHS, OTMEYAIHCh
otsironieHHbI 10 BCC ceMeliHblli aHaMHE3 U OOMOPOKH, a TaKXe JOCTOBEPHO Yallle BBISIBIISUIUCH
HU3KUH BoibTaxk komruiekca QRS na OKI u xwup B [DK npu MPT cepana (tadmumna 1).

Tabmuma 1

Kiunnyeckue XapakTepuCTHKH NANMEHTOB € JJaTEHTHOI apuTMuuyeckon popmoii AAIK
B CONOCTABJIEHUH € TPYINOii CPABHEHUSA

JlaTeHTHAasI I'pynna cpaBHeHust
[Mpusnax apuTMuyecKkasi | (MalMEHTHI ¢ YacTOM p
dopma KIC)

KonnyecTBO manueHTOB 27 24 -
Kenmuner, % 66 71 H/I
Bospacr, net 36,7+11,9 39,6+14,1 H/II
KOC/eyr (Thicsun) 20 [9,5; 36] 15,8 [9,6; 22,4] H/IT
Otaromennsii no BCC cemelinbiii anamues, % 11,1 0 H/II
O6mopokH, % 11,1 472 H/7
Hwuskuii BonpTax komiiekca QRS na OKT, % 18,5 0 0,034
OB ITXK, % (MPT) 45,6+25,7 59,1+£3,3 0,009
Brisnenue xupa, % (MPT) 55,5 20,8 0,03

1. Pazeepuymasn apummuueckasn popma xapaxrepusyercs Hanuuuem ycronuuBon KT/DK.
JuddepeHumanbHbIil JUarHo3 MPOBOJWICA C HMIIEMHYECKOW OOJIE3HBIO Cep/lla, KaHaJONaTHIMH,
HKM u muokapautom. s 3T0il GopMbl TUIIMYHBI BHICOKAS YacTOTa OIMpPaBAAaHHBIX CpalOaThIBAHUN
UKL (75%), ymepennas s3¢pdpextuBHocTs PYA (60%) 1 Beicokas ietanbHOCTh (18%).

Tabmumna 2

KimHuveckue XxapakTepHCTHKH MALMEHTOB € pa3BepHyToil apuTMudeckoi popmoii AJIIK B
COIOCTABJICHUH C FPYIIOH CPABHEHUS

Pa3BepHyTas I'pynna cpaBnenus
[Ipu3znak apUTMHYeCcKas (mamueHTsI ¢ p
¢opma yeroiiuusoii JKT/DIK)

KonnyecTBo namueHTOB 11 9 -
Kenmuusl, % 63,6 88,9 H/I
Bospacr, et 36,1+17,4 53,315 H/11
Otsaromennsiii mo BCC cemetinbiii anamues, % 27,3 0 H/7O
O6mopoku, % 63,6 33,3 H/7O
Beussiienne xupa npu MPT, % 54,5 0 0,017

bonee uem y uerBeprtu mnaumeHntoB ¢ AJIIDK cemelinbiii anamue3 otsromen no BCC,

CUHKOITAJILHBIC COCTOSIHUS B OCHOBHOM rpynne OTMEHYalaucChb BABOC 4Yallc, UCM B I'pylIic CpaBHCHHA,
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Tak)Ke BaXHYIO pOJIb MPU TpoBelAeHUH AudepeHIInanbHOro AUarHo3a Urpajio HaIW4Yue KHpa B
muokapzae [DK nmpu MPT, kotopsiii BeISBIsUICS TocTOBEpHO Yaie y narueHToB ¢ AJITDK (tabiauma 2).
. AJIDK ¢ npocpeccupyroweis XCH (XCH siBrsiercss BeayIMM KIMHHYECKUM TIPOSIBJICHUEM ).
[lpy nanHO#M KiIMHMYECKOW (hOopMe OCHOBHOHM mu(depeHIMaNbHbI UAarHo3 MPOBOAWIICS C MEPBHYHON
JuaTanuoHHon kapauomuonarued (JJKMII), merounbiv cepaieM (BKIIIOYAsk TPOMOOIMOONMIO JIETOUHOMN
aptepun) 1 MuokapauTom. Yacrora cpabarsiBanuii UK/ ipu at0it hopme cocrauina 50% Vs 25% B rpyrre
cpasrenust. JlerampHocTh Beneacterue XCH Obuta Himke, yem mpu JIKMIT unoii strosoruu (25% vs 30%).
AJIITX ¢ mporpeccupyromert XCH otmiuanack ot apyrux (Gopm oTHOCHTENBHO Hedactoi JKIC, oqHako y
IIOJIOBHUHBI NAIIUEHTOB perucrpuposaiack ycroitunsas JKT (tadbmuua 3). Y nanuentos ¢ AAIDK nocroBepro
YaIe perucTpUPOBAIUCH CHHKOMAIBHBIE COCTOSIHUS, 0Oparano Ha cebs BHUMaHUe pe3koe cHmkeHue OB

IDK npu otHOCUTENBHO coxpanHoM JDK.

Tab6muna 3

Kiaunnyeckue xapakrepuctuku nauueHToB ¢ AJIIT7K ¢ nporpeccupyromeii XCH
B CONOCTABJICHUM € TPYIIO CPABHEHUA

AJIIXK ¢ mporpec- I'pynna cpaBHeHust

Hpusnat cﬁpymmeé’ XCH (ngnemb?c JIKMIT) i
KonnuecTBO manueHToB 8 20 -
Myx4uunbl, % 62,5 80 H/1
Bospacr, ner 45,8+19,6 48,7+12,3 H/II
KIC/cytku (ThICSTYM) 1,6 [0,5; 3,5] 1,0[0,2; 3,0] H/II
Vcroiunsas KT, % 50 10 0,038
Otsromennsiii mo BCC cemeiinbiii anamues, % 12,5 0 H/1
O6mopokun, % 37,5 5 0,058
®B ITK, % (MPT) 25,7+15,0 46,0 /1
OB JIXK, %, 43,8+13,1 28,5+7,8 0,002
KO JIK, ma 124,6+43,9 167451 0,056

IV. AJIDK ¢ couemanuu ¢ HKM. CoueraHue 3THX JBYX KapJAHOMMONATUH MOXKET OBITH
00yCIIOBIEHO MYyTallMsMU KaK B JECMOCOMHBIX, TaK W B capkoMepHbIX reHax. JlanHas ¢Qopma
M3HAYaJIbHO HE 3aKkjajblBaliach B JW3allH HCCIIENOBaHMs, OJHAKO Oblla BbIIEJICHAa HaMU Kak
CaMOCTOsITeNIbHAsA, KOrja MOoJ00HBbIE ciaydau IMepecTald ObITh E€IWHUYHBIMH M MPOSBUIA CBOU
XapakTepHble ocoOeHHOCTH. bbima chopMupoBaHa cOOTBETCTBYyIOIAs Tpylma CpaBHEHHS U3
nanueHToB ¢ u3oiaupoBaHHeIM HKM. Jlannas dopma oTnnmyaercs arpecCHBHBIMHU KENyIOYKOBBIMU
HapymeHusMu putMma (Tabnuia 4) U MakCMMajdbHOW 4YacTOTOW oOmpaBaaHHBIX cpabaTteiBanuit K]
(100% vs 33% B rpynme cpaBHeHus). OcHOBHOHM nuddepeHmanbHplii TUarHo3 MPOBOJMICS C
nzonmupoBanHbiM HKM, nepBuunoit JIKMII u muokapaurom. Y mnanmentoB ¢ AJIDK+HKM
JIOCTOBEPHO dYaIlle PETUCTPHUPOBAIICA HU3KHK BoJbTax kKoMmiuiekca QRS ma DKI', mocToBepHO HUXKE

onuta @B 10K 1 B HEM TOCTOBEPHO Yallie BISBIUICS skup pu MPT.
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Tabmauma 4
Kinunnuyeckue xapakrepuctuku nauueHToB ¢ AJIIIK B coueranun ¢ HKM
B CONOCTABJIEHHH C TPYNIOH CPABHEHMSI
I'pynna cpaBHenus p
IIpusnak ANIIK + HKM (manMeHTsI ¢
uzojanpoBanibiM HKM)

KomnuecTBo manmenToB 8 8 -
Myxuunsl, % 62,5 62,5 H/1
Bospacr, aer 41,6+7,8 47,8+12.9 H/1
XKDOC/cyr. (Thicsum) 19,5[7,1; 31,1] 2,0 [0,6; 5,8] 0,009
VYcrorunpas XKT,% 50,0 12,5 0,059
Otsromennstii mo BCC cemeiinbiii anamues, % 12,5 0 H/1
Huzkuii BoasTaxk QRS wa DKI, % 50,0 0 0,038
®B IDK (MPT) % 38,7+11,0 60,5+0,7 0,046
Brisenenne xupa, (MPT) % 50,0 0 0,045

2. lonosHuTeabHble KpuTepuu auarnoctuku AJIITK.
Ha ocHoBanuu comoctaBieHUs Mexay coOOil OCHOBHOHM TpYMIbI U TPYIIBI CPABHEHUS HAMU
BepudunupoBansl gonoiaautenbHbie kputepun AJIIDK, ne Bxomsmue B TFC (tabmuua 5), mis Bcex
KIuHUIecKnX (Gopm. M3 HUX HamOOoJbIIeld TUArHOCTHYECKOH IEHHOCThIO oOmamaet xup B IDK,

BbIBsIeHHBIN 1Tpu MPT wnun MCKT cepaua.

Tab6mumna 5
JonosiHuTeIbHBIE KpuTepuu AuarHocTuku ALK
Iapamerp AUC P 4% | C,% | +III, % | -III, %
Kup B muokapae I1K, BbIsiBIeHHBIN 0,724 | <0,001
npu MPT w/mimm MCKT cepana 595 | 848 84.8 59.9
Cumxenue BOJIBTA)KA KOMILIEKCA QRS 0,620 0,01 206 | 885 6.6 58,7
Ha crangaptaoi JKI
CHHKONAJILHEIE COCTOSIHUS B aHAMHE3E 0,597 0,004 33,3 88,5 72 60

Y - gyyBcTBHUTENBHOCTH, C - cCIeNU(UIHOCTS,
+III u -III — nonoxuTensHas U OTpULIATENbHAS MIPEACKa3aTeNbHasd HIEHHOCTh

3. Posib cONMYTCTBYHOIET0 MUOKAPAMTA.

Muokapaut nuarHoctupoBad y 70,4% 0601bHBIX OCHOBHOM Trpymmbl U 88,5% OOIBHBIX TPYIIIBI
cpaBHeHHUs. |1l oleHKH 0COOEHHOCTEN KIMHUYECKOro T€YeHUs MHUOKapauTa y manueHtoB ¢ AJIITDK
MBI CPaBHWJIM MEXIY COOOW MAallMeHTOB ¢ MHOKAapJIUTOM B OCHOBHOM IpymIe U B IpyIMIE CPaBHEHUS
(trabmuna 6). bombubix ¢ AJIIDK ornmuanu nocroBepHo Oonblias JaBHOCTh 3a00J€BaHUSA, Y HUX
JIOCTOBEPHO DPEXKE OTMEHanach CBA3b Je0r0Ta 3a00jeBaHMs C NEPEHECEHHOM MH(EKIHMed U ocTpoe
Hayajo OOJe3HH, B TO BpeMsl KaKk y TpeTu OOJIbHBIX B TpYIIE CpPaBHEHUs OTMedajach MOJHas
aHaMHecCTHUecKas Tpuaja (CBsA3b Ae0roTa 3a00JeBaHMs C NEPEHECEHHON MH(EKLnel; ocTpoe Havalo;
JaBHOCTH 3a0ojeBaHus MeHee | roga). Takum obpasom, y mamuentoB ¢ AJIIDK muokapaut umeet

Oonee CcKpbITOE, JaTeHTHOe TedyeHue. [Ipm 3TOM ypoBeHb HMMMYHOJOTHYECKOM aKTUBHOCTHU
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MHOKapANUTa (TUTPHl aHTHKApAHATIbHBIX AT) B OCHOBHOW TPYIIE U B TPYIIE CPAaBHEHUS JOCTOBEPHO

HE OTJINYaJICs.

Tabauia 6
XapakrTepucTukH nanueHToB ¢ coueranueM AJIIIK n muoxapaura
B CONIOCTABJICHUM C NMAIMEHTAMH C MUOKAPAMTOM B Irpylile CPABHEHUsI
IMpusznax OcHoBHas rpynna | I'pynna cpaBHeHust p
Muoxkapaurt, % 70,4 88,5 0,014
Bupyc-no3uTUBHBIN MUOKapaUT, % 21,1 14,8 H/1I
Hasnocts 3a0oneBanus ([13), ven. | 120,0 [28,8; 294,5] 20,0 [9,0; 61,0] <0,001
Octpoe Havano, % 60,5 88,9 0,001
Ces3b ¢ uHpekuuei, % 47,4 70,4 0,005

C uenpio yTouHeHHs BIUsSHUS Muokapauta Ha TedeHue AJIIDK mpousBeneHo cpaBHeHue
nanueHToB ¢ coueranueM AJIIDK u muokapaura um c¢ uzonupoBanHou AJIIDK. [lanuentsl He
OTJMYAINCh HH T1I0 OCHOBHBIM CTPYKTYpHO-(DYHKIIMOHAIBHBIM MapameTrpaMm (BBIPaXKEHHOCTh
Hapymenuii putma, ®B ITXK u JDK, pasmepst kamep cepana, ®K XCH u 1.11.), HE 110 3P PekTHBHOCTH
PYA, Hu no yacToTe HeOIaronpusiTHBIX UCXOA0B. Y manueHToB ¢ couetanueM AJIIDK u Muokapaura
pexe oTmMedanuch 0oMopoku (26% vs 50%, p = 0,09), pexe obnapysxuaincs xup B [1DK (45% vs 69%,
p = 0,078) u MeHbIIe ObUIA MOTPEOHOCTH B Ha3HA4YeHUHU [-0okatopoB (42% vs 69%, p = 0,047). Ha
OCHOBaHUHU 3THX JAHHBIX MOTJIO CJOXUTHCS BIIEYATICHHE, YTO MHOKAPAHWT HE BIIMAET HA TEUYCHUE
ANIDK, onHako HY>)KHO IPUHATH BO BHUMaHUE TOT GakT, uTo 2/3 manueHToB ¢ coueranuem AJIITDK u
muokapauta nonydanu MCT (58% - rumpoxcuxisiopoxuH, 18% - rmrokokopTtuxkoctepouasl, 5% -
a3aTHOIPUH) U TPOTUBOBHpPYCHYIO Tepanuio (16%). Ha ¢one nedeHuss oTmedanach TOCTOBEpHAas
MOJIOKUTENbHAST TUHAMHKA B TUTPAaX AHTUKAPAMANBHBIX aHTUTEN. J[ns oneHku >PGEeKTUBHOCTH U

LIeJ'IeCOO6p213HOCTI/I JICYCHUS MHUOKApAWUTa Mbl CpaBHUJIUM IMAIIUCHTOB C COYCTAHUCM AI[H)K n

MHUOKapInuTa, noixy4asmux v He noayyaBumx UCT (tabnuna 7).

Tabmuna 7
Hcxoanbie mapaMeTpbl 4 KOHEYHbIE TOYKH Yy nauueHToB ¢ AJIITK
B COYETAHNM C MUOKAPAUTOM, NoJay4YaBmmx v He noaydyasimu UCT
Ipusnak UCT+ ’ UCT- ‘ p
HNCXOJIHBIE IIAPAMETPbBI
JlaBHOCTB 3a00JIeBaHUs, HE/I. 180,0 [50,0; 355,0] | 37,5 [16,0; 123,8] 0,02
Tutp AT K KapAMOMUOITUTAM 1:80 [1:80; 1:80] 1:40 [1:40; 1:80] | 0,028
[Inpuna kommnekca QRS, mc 106,8+21,8 89,2+12.4 0,005
KCP IDK (MPT), cm 3,2[2,7; 3,6] 2,4[2,1;3,2] 0,039
KJIO JDK (MPT), mu 181,550 127,9+37,7 0,005
KOHEYHBIE TOYKHA

JleTtajabHOCTDb, % 4,0 30,8 0,03
AnexBarHbie cpabarpiBanust UK/, yacTts ot 4/4 13 0,14
6ompHBIX ¢ UK]]

HUCT+ n UCT- — nauueHTsl, NOJy4aBUIME U HE NIOTy4YaBIIME UMMYHOCYIIPECCUBHYIO TEPAIIUIO;
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Hcxonno nanmentsl, nomyyasiue UCT, Obun TspKenee 1o psny napameTpos (tabmiuua 7), mo
OCTaJIbHBIM MCXOJHBIM CTPYKTYPHO-(YHKIMOHAJIBHBIM [TapaMeTpaM OHM JIOCTOBEPHO HE OTIMYAIUCH.
IIpu cpaBHEHMH KOHEYHBIX TOUYeK Yy mnanueHtoB, noaydasmux MCT, Obuta oTMeueHa JOCTOBEPHO
Oonee Hu3Kas JjeranbHOCTh. [lpm oneHke mokasarenel cyrouHoro MoHuTopupoBanus OKI' mo
Xonrepy n OxoKI' B nuHamuke B rpymnne nanueHtos, noiaydaBumnx WCT, ormeuena pocToBepHas
MOJIOKUTENNbHAS JIMHAMHUKAa B OTHOILIEHHWM BCEX IKEIYAOUYKOBBIX HapymieHuii putma, OB JDK
ocTaBaJlach CTaOMIJIbHOM, B TO BpeMs Kak B rpymnie 6e3 MCT orMedanach TEHAECHIUS K €€ CHI)KEHUIO U
K JWIaTaluu JIeBbIX otTnenoB (tabmuma 8). Takum 00pa3oMm, HAMISIHO TMPOJEMOHCTPUPOBAHA

11€J1€C000Pa3HOCTD JIEUEHUS COIMYTCTBYIOLEr0 MUOKapauTa y nauuenton ¢ A JJIDK.

Tabmuua 8
ITapameTtpsl xonTepoBckoro Mountopuposanus IKI' u IxoKI' B juHaMuKe y IaMEHTOB ¢
AJIIK B coyeTaHUM ¢ MUOKAPAWTOM, NOJYy4YaBIIKX U He noaydyasmu UCT

IMoka3arennb MCT+ UCT-
Hcxonno JAnnamuka P Hcxomxno JAnnamuka P
XKICleyr., Thic. | 11,7 [2,6;37] | 0,8[0,01; 4,5] | <0,001 | 20[19,8;66,0] | 3[0,002;24,0] | 0,07
HYXT, % 57,9 26,3 0,034 80,0 20,0 0,08
YAKT, % 31,6 0 0,014 0 0 --
OB JIXK, % 52,1+14,8 52,4+13,5 0,58 64,3£8,8 57,249,4 0,058
JII, M 69 [52; 99] 69 [57; 92] 0,72 51 [29; 99] 60 [5; 126] 0,41
KAP JDK/ 2,0+0,8 2,0+0,5 0,66 22404 2,6£04 | 0,028
I13PTDK

HYXKT - neycroiuuas XKT; YT - ycroitunBas JKT; KIP - koHeUHbII 1HACTOIUYECKUNA pa3Mep;
JIII - neBoe npencepaue; IMI3PIIK - nepennesannuit pazmep IDK.

3. Pesyabrarel [IHK-AnarHocTMKH, TreHO-(CHOTHNMYECKHE KOPpeIsiiMH H BKJIAJ
reHeTHYECKMX M BOCIAIMTEIbHbIX MEXaHU3MOB B (JOPMHUPOBAHNE KIHNHUYECKOH KAPTHHBI.

[TaTorennsle mytauuum ObUIM OOHapyxkeHbl y 28% mnamuentoB ¢ AJIIDK. Cpeau Hux
npeobnagany MyTtanuu B aecMocoMHbIX TeHax PKP2, DSP u DSG2 (pucynok 2). Myranuu B TeHe
PKP2 xoppennpoBaiy ¢ arpecCUBHBIMH JKEITYI0YKOBBIMU HapylleHUs MU puTMa (B ToM uncie, ®X) u
CUHKONAJIBHBIMH COCTOSTHUSIMH, aJieKBaTHbIMH cpabaTsiBanusMu MK, yrommenuem cBoOogHON
creakn [DK, cHmwkenwmem BombTaxka QRS m ¢ orcyrctBuem wmmokapauta. Myrtamuun B DSP
ACCOLIMMPOBAHBI CO CTApIIUM Bo3pacToM, BosieueHuem JDK (o6napyxenue xupa B JOK npu MPT),
pasBuTHeM OuBeHTpuKyisipHoi XCH, HemonHbM 3¢dexToM anTuaputMuueckoi Tepanuu (AAT) u
HammurneM HKM. V nanmenTtoB ¢ myrammeir B DSG2 oTmeuanoch OTHOCHTENBHO OJIarompusiTHOE
tedenue 3adoneBanusi. Myrammn B FLNC n SCNSA koppenupoBany ¢ Haln4ueM MHOKapAWTa W

JATEeHTHON apuTMHUYECKON (hOpMOii.
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W Het myTaymum (n=39)

5,50% @ PKP2 (n=3)
m DSP (n=3)
‘5,50% m DSG2 (n=3) 'eHbl, TUNKYHbIE

— ansa AOMK
# FLNC (n=2) A
5,50%
\ DSC (n=1)
0y
\ 4% wTMEM43(n=1) -
2;2% MYH7+MYBPC3(n=1):|. [Ipyrite remsl
(1]
| \Z‘V SCN5A (n=1)
0

2%

Pucynok 2. Cnnektp Myranuii, 00HapykeHHbIX y nanueHToB ¢ AII/K

[Ipoananu3upoBaB 4aCTOTY COIYTCTBYIOLIEr0O MUOKApIUTA U BBIABICHUS MYyTallMi IPU Kax 10
u3 knuHndeckux popm AJIDK (pucyHox 3), MBI NPHUILIA K BBIBOAY, YTO BKJIAJ T€HETHYECKHX M
BOCTIQJIUTEIBHBIX MEXaHU3MOB B ()OPMHUPOBAHNE KIMHHUECKOW KapTHHBI HEOJAWHAKOB: TIPU JTATEHTHOMN
apuUTMHUUYECKON (opme Benylias pojib NPUHAAICKUT BOCHAICHUIO, IIPU Pa3BEPHYTON apUTMUYECKOM
¢dopme, HanpoTuB, mpeodsiaaeT BKJIAJ MaToreHHslx Mytanuil, a npu AJIIDK ¢ mporpeccupyrommeit
XCH u B coueranuu ¢ HKM BKIIaJ reHETHYECKHX M BOCIATUTEIBHBIX ()aKTOPOB OJIMHAKOBO Ba)KCH.
OpnHOBpeMEHHOE HAJIMYME MMAaTOT€HHBIX MyTaluil 1 MUOKapIuTa OTMEUYEHO cOOTBEeTCTBEHHO y 11,0%,

9,0%, 7,5% u 25,0% npu I-IV dopmax.

M
100,00% 87,5% 87,5%
74% ’
80,00% 0 0
60,00% 26% :
0 70%
40,00% 5
20,00% . a
0,00% :‘
| opma 1l popma 1l popma IV dopma
0,00% M
20’00% J.J.,UU?{[J Vv
.
40,00% 5 37,5% A 28%
60,00% 45,5% 50% u
80,00% :
100,00%
DSG2 PKP2 (n=3) Dsp DSP (n=2)
FLNC DSG2+DES DSG2 MYH7+MYBPC3
SCN5A TMEM43 DSc2

FLNC

Pucynok 3. YacToTa CONyTCTBYIOLEr0 MHOKAPANTA M MyTalMii
B 3aBHCUMOCTH OT KJIMHUYeCKOi GopMbI
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4. B3auMOOTHOLIeHN e KINHUYeCKHX GopM Mekay co0oii.

Ha ocHoBaHum HaOMIOACHUS 3a MallMEHTaMH B JUHAMHKe (Cpok Habmromenus 21 [6; 60] mec.,
CpoK oT aeOroTa 3a0ojeBaHUS 10 MOCIASAHETO KOHTaKTa ¢ marueHTom 6,5 [2,9; 10,3] ner) He
OTMEYaJIOCh Nepexo/1a OT OJHOM KIMHUYECKOH (popMbl K 1pyroil. Hu y ogHOro nmanueHTa ¢ 1aTeHTHON
apuUTMHUYECKOH (hopMoii He MOSIBIIOCH mapokcu3MoB ycroiunBoi JKT, paBHO Kak HU y OJHOTO U3
OOJILHBIX C aPUTMHUYECKUMHU (popMamMH HE MOSIBUIIOCH KIMHUYECKH 3Ha4yMMbIX cumnToMoB XCH. ITlo
BCEH BHJIMMOCTH, BBIJCJICHHbIE HAMHU KIMHUYECKHE (OpMbI CTAOUIIBLHBI BO BPEMEHU M HE SBISIOTCS
MI0CJIEIOBATEIbHBIMU CTaIUSIMH 3200JICBaHHUS.

5. Pe3yJbTaThl Jie4eHUsl.

B otTHOomeHuu Mmeduxkamenmoznozo JeuenHus, HAUOONBIIMKA TPAKTUYECKUN HHTEpEC
npencraBisier AAT. B crpyktype AAT B ocHOBHOIl rpymme mnpeobnamanu npenapatsl I kimacca
(70%), B wactHOCTH, amuomapoH (57%), IC-kmacca (44%) u B-6mokaroper (50%). Ctpykrypa AAT
HECKOJIBKO OTJIMYANIach B 3aBUCHMOCTH OT KIMHHYECKOW (DOPMBI: MpH JATEHTHOH apUTMUYECKON
dbopme makcumanbHO 3hdekTuBHBIM ObLT 3Tanu3uH (67%), a mpu AAIDK ¢ mporpeccupytromeit XCH
MpeIouTeHue OTAaBaoch amuonapony (88%) u P-O6mokatopam (75%), crpykrypa AAT mnpu
pa3BepHyToil apurmuueckoit ¢opme u AJIDK B couwertanmn ¢ HKM Opima mMakcumanbHO
pa3HooOpasHa.

PesynbTarel unmepeenyuonnozo newenusa TNpeNCTaBICHbBl Ha pPUCYHKE 4. Y MalUEHTOB C
AIDK s dextuBHocTs PUA coctaBuia 64%, B OTIMuUMeE OT IPYMIBI CPaBHEHUS, TJe Mpoleaypa Oblia
s dexTrBHa y Bcex OonmbHBIX. YacToTa ajekBaTHBIX cpabarbiBanuii K] Obuta 10CTOBEpHO BHINIE Y

narueHToB ¢ AJITDK (69% vs 9%, p = 0,017).

BeinonHeHue PYHA Mmnnantauus UK
25,9%
Yen. 14 94,1 o
1 19,7%
42 N0L
oo
10
8
6
4
2
=0.017
. . . p=0.017 NEFM
OcHoeHaAd lpynna OcHoeHaAd Mpynna
rpynna cpaBHeHWA rpynna cpaBHeHWA
M - PYA schdpekTuBHA B - aneksaTHble cpabaTbiBaHa VMK
O - PYA neadhdpexTueHa O - uer cpabartuisanin MK

PucyHnok 4. Pe3ybTaTbl HHTEPBEHIIHOHHOTO JIeYEeHHSI.
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7. YacToTa H NIPeIMKTOPbI HEOJIATONPUATHBIX HCXO10B.

IIpu cpennem cpoke HaOmonaeHus 21 [6; 60] mec. nerambHOCTh cpenu narueHToB ¢ AJ[ITDK
cocraBuna 13%: BCC 3apeructpupoBana y 3 mauueHToB, 2 ymepiu oT tepmuHaibHoll XCH, 1 - ot
WHCYJIbTa U | OT OHKOJIOTHYECKOTO 3a0oJieBaHusl. YacToTa OOMOPOKOB B HAIIel KOTOPTE COCTaBHIIA
33%, uvacrota pa3zButus ycroiuuBoit XKXT cocrtaBuna 37%, a ®XK - 9%. Uactora HeOIaronpusaTHbIX

HCXO0O40B, B 3aBUCUMOCTH OT KJIMHAYECKOM (bopMBI, IMpEaAcCTaBJICHA HA PUCYHKE 5.

100%

80%

64%

B CmepTb
60%

50% 50%

O6mopokK
40%

25% N Yctonumsana KT

13%

0% 0% 0%
0% T

dopmall dopma Il dopmallll dopma IV

B OX

PucyHnok 5. YacTtoTra He01aronpuATHBIX HCX0/A0B, B 3aBHCHUMOCTH OT KJIMHUYeCKO# GOpPMBI.

Haunbonee 3HaUMMBIMU npeouKmopamu 1emaibHo20 ucxooa npu MHOTO(PAKTOPHOM aHAIU3e
ctanu ypoBeHb CPb (p = 0.001) u nammuue ycroiumBoir KT (p = 0.028). Hamu pazpabotana
MaTeMaTHuYecKasi MOJeNb JJs pacdyeTa HMHAEKCA JIeTATbHOCTH: MpH ero 3HaueHuu >0,33 manueHrta
XapaKTEepU3yeT BHICOKUI pUCK CMEPTH:

(CPBx0,127)+(®B JI7Kx0,374)+(PK XCHx0,05)+ (Yer.2KTx0,208)- (PI1x0,175)-0,017

JlmarHocTuyeckasi 3HAaYUMOCTh JTAaHHOH Mojenu Obuia omeHeHa mpu nomomu ROC-anamm3a:
AUC =1,0, p<0,001, 9To TOBOPHUT O TOM, YTO JaHHAS MOJIENb MPABMIBHO NpeJCcKa3aia pe3yabTaT B
100% ciydaeB B Haieil BEIOOPKE.

HauOonee 3HauuMbIMU npeduxmopamu pazeumusa ycmouyueou KT cramu Hamudue
HeycroiunBoit XKXT (p = 0,033) u o6wem IIIT > 80 mu (OxoKI, p = 0,004). Hamu pa3zpaborana
MaTeMaTHdeckas MOJENb JUIS pacueTa WHAeKkca pucka pasutus ycroinuwmBoi KT (AUC = 0,98,
p <0,001):

(neyct.2KTx0,244)+(I111x0,633)+(TT3PIT7K*0,197)+(13%0,216)—
—(PI1%0,240)+(06mMopoxux0,201)-0,104

IIpu 3nayenun wuHzaekca < 0,32 puck pasButus ycroiuumBoil KT wuzkuit, npu 0,33-0,4 -
npomexxyTouHsii (1:2), a mpu > 0,4 — BEICOKHI.

HeszaBucumbiM  npeduxkmopom aodexkeamuvix cpadvamwvieanun HK/], paccuuTaHbIM TpHU
MOMOIIN OJHO(GAKTOPHOro aHanu3a ¢ npumeHeHueMm perpeccuu Kokca, cran KIP JDK > 5 cm
(OxoKT'): OII 9,5; 95% AU 1,13-79; p=0,038. MuorodakToOpHOTr0 aHaIH3a HE IPOBOAUIOCH, B CBSI3U

C OTHOCHUTEIBHO HeOOBINM KonuecTBoM naruenToB ¢ MKJI (n = 13).
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Taxoke HaMH OICHUBATUCH npedukmopwvl pazeumus XCH. [lpy MHOTO(QaKTOPHOM aHAJIHM3E
CBOIO 3HAYUMOCTH coxpanuan oowem IIIT > 70 mu (OxoKT', p < 0.001), maBHOCTH 3a00seBaHus >5,5
aet (p = 0.007), a Takxke ypoBeHb CP5>0.2 mr/mn (p = 0.05). IlpennoxxenHas HaMu MaTeMaTH4ecKas
MoJIesb 001a1aeT BEICOKOW pornoctuiecko 3aunmoctsio (AUC = 100, p < 0,001):

(I1I1x0,718)+(13%0,398)+(KAP JIK%0,173)+(PB I17Kx0,025)+(CPbx0,321) — 0,057

IIpn 3HaueHnun wuHAekca pucka pasButuss XCH >0.4  BepostHocTh pasButus XCH
MaKCHMaJbHO BEJIMKA.

BbIBO/IbI

1. Ha ocHOBaHMU aHaA/IM3a KIMHUYECKUX JaHHBIX M XapaKTepa TeUeHHs 3a00JIeBaHUS BbIICICHBI
4 craOuibHbIX BO BpeMeHu knnHudeckux ¢popmel AJIIDK, koTopble He ObUIM CKIIOHHBI K B3aUMHOMY
nepexony mpu cpenHeM cpoke HaOmogenus 21 [6; 60] mec.: nmateHtHas aputmudeckas (50%
00NBHBIX), pa3BepHyTas aputmudeckas (20%), AAIDK ¢ npeobnamanuem OuBeHTpHuKYyIsspHOH XCH
(15%) n AAIDK B couyeranuun ¢ HekomnakTHbIM Muokapaom JDK (15%). Ilarorennble myranuu
BBISIBJIEHBI COOTBETCTBEHHO y 11,0%, 45,5%, 50,0% u 37,5% 6onpHBIX. B KauecTBe 1OMOTHUTENBHBIX
muarnoctuueckux kputepue AJIIDK npu Bcex dopmax BepudumpoBansl oomopoku (AUC 0,597),
cHKeHue BoibTaxka komruiekcoB QRS na OKI' (AUC 0,620), »kupoBble BKIIOYEHUS B MHOKapJIe 1O
nanabiM MPT/MCKT (AUC 0,724).

2. JIas naTeHTHOM apUTMHUYECKOH (hOpMBI XapaKTEepHBI JKEIyI0YKOBas SKCTPACUCTOIHUS W/WIH
HeyctoiunBas JKT, oTcyrcTBue (aTanbHbIX apUTMHUYECKMX COOBITUH M JIeTaJbHBIX MCXOMOB. s
pa3BepHyTON apuTMHYecKoM QopMmbl XapakTepHo Hamuuue ycroiunBoi JKT, Bbeicokas uacroTa
onpaBiaanHbix cpabatsiBanuil UK (75%) u neranpHocTh (18%). IIpn AJIIIDK ¢ mporpeccupyroneit
6usenTpukynsapHoil XCH mpeobiaiana HeI0CTaTOYHOCTh MPABOT0 JKEJIYI0UKa C PE3KUM CHUKEHHUEM
ero ®B nmpu 0THOCUTEIBHO COXPAHHOM JIEBOM, 4acTOTa ONpaBIaHHbIX cpabarbiBanuii UK/l cocraBuna
50%, neranbHOCTh 25%. B ocHoBe couetanus AJIIIK u HekomnaktHOro Muokapaa JOK moryt nexars
MyTallid Kak B JECMOCOMHBIX, TaK M B CapKOMEpPHBIX TIeHaX, XapakTepHbl arpeccuBHas KT,
cpabareiBanusa K]l otmeuenst y 100%.

3. Muoxkapaut nquarHoctupoBal y 70,4% nannentos ¢ AJIDK (B 74% npu narentHoi, B 36,4%
npu pasBepHyToil aputmudeckoir dopme, B 87,5% mpu AIIDK ¢ XCH u B 87,5% nmpu AIITK c
HEKOMIAKTHBIM MHOKapJIOM) U MOXET UMETh KaK MEepBUYHYIO (B TOM uuncie BupycHywo y 21,1%), Tax
U BTOPUYHYIO (ayTOMMMYHHYI0) mpupoay. MmmynocympeccuBHas tepanusi (MCT) muokapauta
BJIMsET Ha TeueHHue 3aboneBaHus: B oTrcyrcTBHe MCT oTMeueHbl JOCTOBEPHO OOJbIIast JIETABHOCTh
(30,8% vs 4,0%, p = 0,03), xyamme pe3ynbTaThl AHTHAPUTMHUECKOW TEPaIUM M MPOTPECCUPYIOIIEe
camkenne @B JDK; Tonpko y GonbHbix ¢ AIDK u muokapaurom, nonyuasmmx WCT, ormeuena

AOCTOBCpPHAA MOJOXKUTCIIbHAA JTUHAMUKA B OTHOIICHUH BCCX KCITYTOUYKOBBIX HapymeHI/Iﬁ puTMma.
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4. Pazutue Toit mnn uHoM dopmbl AJIIDK ompenensercs: pa3auuHbIM BKJIAJ0M T'€HETHUYECKHX
(bakTOpOB U MUOKapIUTA: POJIb MyTallUi MaKCUMallbHA IIPU Pa3BEPHYTOM apuTMHUECKOH hopme, pob
MHUOKapJuTa - TpH JaTeHTHoW apurmudeckoil popme; nmpu AJIIDK ¢ mporpeccupyromeidr XCH u B
coyeranun ¢ HKM opuHakoBo BakHO BiuMsiHHE 000uXx QaktopoB. CoderaHHe MHOKapauTa M
NaTOreHHBIX MyTamuii otmeudeHo y 11,0%, 9,0%, 37,5% u 25,0% OonpabIXx mpu [-IV dopmax
COOTBETCTBEHHO.

5. BoeisBiIeHBI T€HO-(DEHOTUITMYECKHIE KOPPEIAIUN Mex Ay MyTarusiMu B reHe PKP2 u pazButnem
pa3BEpHYTON apUTMHUECKOH (OpPMBI, CHIDKEHHEM BoJbTaka QRS 1 HeO1aronpusaTHEIMU COOBITUAMU;
B reHe DSP — ¢ 0/lHOBpEMEHHBIM HAJIMUUMEM HEKOMIIAKTHOTO MHOKap/Ja, MMOKApPAUTA, BOBICUYEHUEM
neBoro xenynouka u pazsutueM XCH; B rene DSG2 — ¢ oTHOCUTENBHO OIAronpusTHBIM TEYCHHEM
3aboneBanus; B HeaecMocoMHbIX reHax FLNC u SCN5SA — ¢ HaimuMeM MHOKapIuTa M JIATEHTHOM
ApPUTMHYECKON (HOPMOH.

6. Hanbonee s¢hpexrnBHBIMU aHTHApUTMUYECKMMU Tipenapatamu y 6ombHbIXx AJIIDK okaszanuch
aMUOJIapOH, JTalM3UH M coTanoid. Haubomee 3HAYUMBIMH TNPEAUKTOPAMHU  ONPABIAHHOTO
cpabatsiBanus UK 6p1 KIAP JODK > 5 cm (O 9,5); npeauxtopamu cmepTt — noseimienue CPb > 0,6
mr/an (O 22), ®B JIXK < 35% (OLL 32,8); ycroitunBoii )KT — o6bem npaBoro npeacepaust > 80 mi
(01 17,8); pasButus XCH — o6bem npasoro npeacepaus > 70 ma (HR 10,2) u noseiuenune CPb >
0,2 mr/mn (HR 4,7). PazpaboTanbl KanbKyasSTOPHI JUIsl pacueTa pucka pa3IMuHbIX HEOJIarompUsSTHBIX
coobiTuit mpu AITDK.

HNPAKTUYECKUE PEKOMEHJALINAN

1. IlemecooOpa3Ho ucIONb30BaHKUE MpeioxkeHHoN kinaccupukanuu AJ[IDK B xauHUYECKO#
IIPAKTUKE C LENbI0 ONpeAENeHUs] CHEKTpa JAUAarHOCTUYECKUX U JIeYEOHBIX MEPOIPHUSITHH M OLEHKU
IPOTHO3a 3a00JI€BaHMsI Y KOHKPETHOTO OOJIBHOTO.

2. OcHOBaHUSIMU JJisl MPOBEACHUS pa3BEpHYTOM KimHHUYeckod nuarHocthuku AJIIDK momxnO
OBITH BBISIBJICHUE JIIOOOTO U3 CIEAYIONINX KIMHUYECKUX CIIEHApUEB: 1) 4acTo¥ MpaBOXKETyI0YKOBOM
skcTpacucrosmu (ocobenno 6oinee 3,0 THIC./CYT.), a Takxke AMU3070B HeycTonunBoi KT u3 mpaBoro
xenmynouka; 2) mapokcu3moB yctonumBod JKT; 3) OuBentpukynspHoit XCH c¢ mnpeoOnaganuem
MIPABOXKEITYIOYKOBOM B OTCYTCTBHE BBICOKOH JIETOUHOH rumepTeH3uu; 4) HEKOMIIAKTHOTO MHOKapAa
WM OOMOPOKOB B COUYETAaHUU C JIIOOBIM U3 MEPEUUCIICHHBIX CLIEHAPUEB.

2. B xauecTBe AOMOTHUTENBHBIX AuarHoctuyeckux kpurepueB AJIIDK mpu Bcex ¢opmax
1esecoo0pa3Ho MCHOJIB30BAHWE HU3KOTO BOJbTaXa KOMILIEKCOB QRS, >XUpPOBBIX BKIIOUEHHH B
muokape o gauasiM MPT/MCKT u oOMopokoB 6e3 nMpeIBECTHUKOB B aHAMHE3E.

3. Ilpu nuarHoctuke 000 kmuHKU4Yecko Qopmbl  AJITDK, Britouas JaTeHTHYIO

APUTMHUYECKYIO, HE3aBUCHUMO OT JIOCTOBEPHOCTH JMarHo3a, I1enecoodpasHo mnposenaeHue JIHK-



21

TUarHocTHKU. Y OonbHBIX ¢ codertanueM AJIIDK u HEKOMIIAKTHOTO MHOKapla IeIecoo0pa3Ho
nposenenune JJHK-auarnoctuku B reHax, OTBETCTBEHHBIX 3a pa3BUTHE 000X 3a00IeBaHUI.

4. ITpu Bcex xmmHnuyeckux Gopmax AJIIDK, ocobenno mpu marentHor aputmudeckoi, AJIIDK ¢
nporpeccupytomeit XCH u AJIDK B coderaHnn ¢ HEKOMIIAKTHBIM MHOKapAOM, HEOOXOIUMBI
AKTHUBHOE BBIABICHHE COMYTCTBYIOIIETO MHOKapaAuTa (OmpeeieHrue YpPOBHS aHTHKAPAHAIbHBIX
AHTUTE]I ¥ TEHOMa KapJMOTPOIHBIX BUPYcoB B KpoBu, MPT, mpu nHeoOxommmoctn OMB) u ero
nedyeHue. @eHoMeH CyOANUKapAUaIbHOTO OTCPOUYEHHOTO KOHTpPAacTUpOBaHUs MuoKapaa mnpu MPT
MOET TPAKTOBATHCS B MOJIb3y MUOKAPIUTA IPU HATUYUU JPYTUX KPUTEPUEB 3TOTO AUArHO3A.

5. B xauecTBe aHTHAPUTMHUYECKON T€palluy B OTHOLICHUU KEIyIOYKOBBIX HAPYLIECHUN pUTMA Y
nanueHToB ¢ AJIIDK makcumanbHO 3(¢eKkTHBHBI aMHOIApOH (IPHU BCEX KIMHMYECKHX (opMax),
STaIM3uH (TIpU JaTeHTHON aputmMudeckor popme) u coranon (mpu AIDK ¢ nporpeccupyromieit XCH
wimm HKM). Ilpm orOope mnanueHTOB Ha WHTEPBEHIIMOHHOE JICYEHHE apUTMHUN HEO0OXOAMMO
YUUTBIBaTh, 4TO BbIIOJIHEHHE PYA 1o moBoay yacTod >KeIyJOYKOBOH SKCTpacHCTONIMM Haubosee
s dextuBHO (Oonee 70%) npu JTATEHTHON apUTMHUECKON Qopme, AaeT HECKOIBKO MEHBIIUN 3PQEeKT
(60%) mpu pa3BepHYTOM apUTMHUUYECKON (popMe B OTHOIICHHUHU SKCTPACUCTONMH U ycToiuuBoil KT,
npu AJIITXK ¢ nporpeccupyromieit XCH nnu ¢ HKM nposenenue PYA nanmenee 3¢ dekTuBHO.

6. LlenecooOpa3Ho MCHOIB30BAHNE MPEIOKEHHBIX KABKYISTOPOB PUCKA JIETAILHOCTH (MHIEKC
6onee 0,33 — BrICOKUH pUCK), BO3HUKHOBeHU ycToiunBon KT (unnekc 6onee 0,4 — BBICOKUIN PUCK) U
pa3Butusa XCH (unnekc 6onee 0,4 — BBICOKMIA pPUCK) MPH CTpaTU(UKALKMK PUCKA HEOIArONMPHITHBIX
UCXO0J0B. B KauecTBe MNPOrHOCTUYECKHX KpuTepueB mpu orToope mnamueHtoB ¢ AJIDK Ha
umriantanuio UKJ, momumo kputepues u3 Pekomennaruii ot 2015 r., MmoryTt ucnonb3oBatbes KJIP
JOK > 5 cm u Huskuit BonbTaxk komrwiekcoB QRS. VYpoeens CPBb ot 0,6 u Bwime mr/mn (6e3
npexoasmux npuuuH) u camkenne OB JIK menee 35% compsikeHbI ¢ BBICOKUM PUCKOM JIETAIBHOTO
UCXOJa: HaIM4YKe 3TUX (HaKTOPOB, HAPSY C KIMHUYECKUM CTATyCOM MAIlMeHTa, SBIISETCS OCHOBAHUEM

AJI1 TTIOCTAaHOBKH BOIIPOCA O BKIIFOUCHUHW MMAIUCHTA B JIMCT OKUAAHHWA HAa TPAHCIIIAHTAIUIO CEPALia.
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CIIMCOK MCHOJb3YEMbBIX COKPAIIIEHUAM

DSC2 — T€H JECMOKOJIJIMHA

DSG2 — T€H JlecMorjeunsa 2

DSP — TI€H JIeCMOIUIaKHHA

PKP2 — TeH IakouumHa

TFC — Task Force Criteria, mexaynapoaubie kpurepuu quarsoctuka AJIIDK ot 2010 .
AAT — aHTHapUTMUYECKas Teparus

AJIIDK  — apuTMOreHHas IUCILIa3Hs MPABOTO JKEIy10UYKa
AT — aHTHUKapIuaJbHbIC AHTUTEIIA

BCC — BHE3aIlHas cepJe4Has CMepTh

AN — JIOBEPUTEIIbHBIN MHTEPBAI

JAKMII — JIUIaTallMOHHASKApAUOMHUOTIATHS

KT — KeJIyJ0YKOBas TaXUKapaus

KoC — JKEJTyJI0UYKOBasl SKCTPaCUCTOIHS

K] — HMMIUIAaHTUPYEMbIN KapAuoBepTep-aepulOpmisTop
NCT — HMMYHOCYIIPECCUBHAs Tepamnus

KJIP — KOHEYHBIN JUACTOJIMYECKUN pasMep

JIX — JIEBBIN JKEIyI04YEK

MPT — MarHuTHO-pe30HaHCHas ToMorpadus

MCKT — MYJbTHCIHPATbHAS] KOMITBIOTEpHAs TOMOTpadus
HKM — HEKOMITAKTHBIA MUOKapH

DK — IIpaBbIi KEIyI04YeK

II1T — TIpaBOE Mpeacepane

PUA — paauoyacToTHas abmsus

CPb — C-peakTHBHBII 010K

OB — (pakius BeIOpoca

DX —  (UOPMILIALINS JKETYI0YKOB

@Il — (ubpumIsAIUs npencepauii

XCH — XPOHHYECKAs CepJieuHasl HEA0CTaTOYHOCTh

OKT — BJEKTpOoKapAuorpaMmma

OMBb — DHAOMHOKapaAUabHAs OUOTICHUS

OxoKI'  — sxokapauorpadus



