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BBEJEHHUE

Axmyanvhocmsy  ucciedoeanus. ApUTMOTEHHAs JUCIUIA3Hsl TPaBOrO  IKEITyJOuyka
(AATDK) — macnencTBeHHOE 3a00JIeBaHME MHOKapa, XapaKTEpHU3YIOUIEeCs MPOrpecCUpPYIOMIUM
(UOPO3HO-KUPOBBIM ~ 3aMELICHUEM IMPAaBOr0 KeNyJIouykKa, KIMHUYECKH MaHHpecTupyromee
JKETYIOYKOBBIMH HApPYIICHUSIMH PUTMa, BHICOKUM PHUCKOM BHe3armHoi cepaedHoit cmeptu (BCC)
(5,21, 22, 23,41, 56, 63, 67, 68, 69, 71, 76, 105, 133, 155, 157, 176, 177, 178, 195, 206].

Jannast Ho3ojorusi Obia omucana G. Fontaine oTHocuTensHO HenaBHO, B 1977 T., u
BXOAMJIA B pa3psa peakux 3adoneBanuii [83]. OmHako B manbHEHIIEM B pe3yibTare pa3padOTKh
kputrepueB nuarHoctukun AJIIDK u pocra OCBEJOMJIICHHOCTH O JaHHOM 3a00JeBaHMM Kak
KJIMHUIICTOB, TaK U MOP(OJIOTOB CBEACHUS O YAaCTOTE BCTPEUAEMOCTU B PA3IMUYHBIX MOIMYJISILIUIX
WU3MEHUJINCh: HA CEroJHAIIHMNA NIeHb pacnpocTpaHeHHocTh AJIIDK cocraBuser nopsakxa 1:2000
[20, 158, 183]. Ilo maHHBIM pa3auuHbIX KUccaeaoBaHuil [62, 64, 71, 195, 188], y 15-20% mronei,
yYMEpILIMX BHE3allHO B BO3pacTe A0 35 JeT, NpU BCKPHITUM OOHAPYKEHbI THUCTOJIOTHYECKHE
npusHaku AJIIDK; cpenn npuumH BHe3anHoOW cmeptu cnoprcmeHoB Ha AJIIDK mpuxoawures, no
pa3HbIM gaHHbIM, OT 20% 10 35% [62, 64, 118].

B 1o xe Bpems, HecMOTpsi Ha Hemanoe konumdecTBO OonbHbIX ¢ AJITDK, Gomnbiias yacTh
nyOnuKanuil, MOCBSIIEHHBIX JIEYCHUIO ATOW HO30JIOTHHM, HOCUT OO30pHBIA XapakTep WIu
aKIIEHTUPOBAaHA HA OTJEJIbHBIX acleKTaxX BEACHUs TaKuX NalUeHToB. /o cMX MOp OTCYTCTBYET
enuHas obmenpunsaras kinaccupukanus AJIDK, koropast yunTsiBana Obl Bce KIMHUYECKUE (HOPMBI
3a0oneBaHusl M Tepexoj OT oxHOoM (opMmbl kK Apyroi. Eme oguH HepemeHHBI BOMPOC — POJIb
COITyTCTBYIOIEro MUOKapauTa B kimHuueckoMm teuennu AJIIDK. Cornacao paboram Mop¢osoros,
IPU TUCTOJIOTUYECKOM HUCCIIEIOBAaHUM aKTUBHBIM MUOKapauT oOHapyxkuBaetTcs Oonee yem y 40%
naiueHToB ¢ BepuduuupoanHoin AJIIDK [10,50]. Ocobenno ocTpo croutr mpodiema
muddepernuansHoro auarsosa Mmexay AJIIDK u akTHBHBIM MHOKapAUTOM: 10 AaHHBIM M. Pieroni
u C. Chimenti, y mariueHTOB, TIOJHOCTHIO COOTBETCTBOBABIMX KputepusMm AJ[I1K, mo pe3ynpraram
SHAOMUOKapauanbHoi Ouoricuu (OMDB) muarno3 Owsum moarBepkaeH numb B 30% cioydaes, B
octanbHbIX 70% OblIM OOHapyKeHbl MpU3HaKU akTuBHOro muokapaura [50]. He paspaborana
JMAarHOCTUKAa MuoKapaura B codetannmn ¢ AJIIDK, He w3ydeHBI OCOOCHHOCTH CIIEKTpa
AHTUKapAUaIbHBIX aHTUTEN Y 00bHBIX ¢ n3onupoBaHHOU AJITDK 1 coueTaHHBIM MUOKapAUTOM, HE
YCTAHOBJICHO BJIMSTHUE MUOKapJUTa Ha TeueHue u nporuno3 AJIDK.

Takum o6pazom, wusydenue kinuHudeckux ¢opm AJIDK, pa3zpaboTka IUArHOCTUKU

COITyTCTBYIOIIET0 MHOKapauTa U aupdepenunansuoil nuarnoctuku AIDK u muoxapaura, a
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TaK)K€ aHaJIN3 OCOOCHHOCTEW TEYEHHS M UCXOJO0B 3a0ojieBaHMs HAa (OHE KOMIUIEKCHOTO JICUCHHS

MPEJCTABIISIETCA BECbMa aKTyaJbHOU 3a7a4yeH.

Ilenv uccnedosanus: ycTaHOBUTh OCHOBHBIE KIMHUYeckue Gopmbl (BapuanTsl) AIIDK c
Y4E€TOM pa3JIMYHOrO0 BKJIaJJa T'€HETUYECKUX M BOCHAIMUTEIBHBIX MEXAHM3MOB, 4acTOTy MU PpOJIb
COITyTCTBYIOIIETO MHOKApANUTa, OCOOEHHOCTH au(p(EepeHIInaNIbHON TUArHOCTUKHU, JICUCHUS U

MIPOTHO3a MPH KaXKJIOM U3 BapUaHTOB OOJIE3HH.

3aoauu uccnedosanus:

1. Beimenuts paznuyHble KiauHU4Yeckue ¢opmbl (Bapuantsl) AJIDK y mnamuentoB c
JIOCTOBEPHBIM, BEPOATHBIM M BO3MOKHBIM JUArHO30M COTJIACHO MEXIYHAapOIHbIM Kputepusim 2010 r.

2. Omnpenenuts YacTOTY COMYTCTBYIOIIEr0O MHOKapIWTa W €ro BKJIaa B (OPMHUpPOBaHHE
KJIMHUYECKOW KapTuHbBl Yy OonbHBIX ¢ pasnuuHbiMi  BapuanTamu AJIIDK ¢ mpumenenuem
CEepPOJIOrMYECKUX, UHCTPYMEHTAIBHBIX M MOP(OIOTHYECKUX METOOB HCCIIEIOBAHUS B COMIOCTABICHUH
C TPYIIION CPaBHEHMS.

3. UW3yuuth reHo-peHOTUNHMYECKHE KOPPETSAIUN Y TAIIMEHTOB C MO3UTUBHBIMHU PE3yJIbTaTaMH
JAHK-muarnoctukn u oneHuth 3pdextruBHOCTh JIHK-muarHocTukn AMarHOCTHKH y OOJBHBIX C
pa3nn4HbIMU KIMHUYeckuMHU BapuanTamu AJIITDK.

4. YCTaHOBUTH CIIEKTpP 3a00JI€BaHU, C KOTOPHIM HEOOXOIUMO MPOBOAUTH AU depeHIInaNb-
HYH0 JTUArHOCTHKY NpH pa3nyHbIX KimHudeckux Bapuantax AJIIDK B comocraBineHuun ¢ rpynmou
CpaBHEHHMS, U pa3padOTaTh MPUHILIUIIBI STOH TUATHOCTUKH.

5. ComocTaBUTh pe3ynbTaTbl MEAUKAMEHTO3HOIO, B TOM YHUCJIE IPOTUBOBOCIIAIIUTEIBHOTO,
¥ MHTEPBEHITMOHHOTO JICYCHHS y OOJBHBIX C pa3IMYHBIMU KIMHUYeCKUMHU BapuaHTamMu AJIIDK.

6. OueHuTh YACTOTYy M TNPEAUKTOPHl HEOJArONPUATHBIX MCXOJOB Y MAI[MEHTOB C

pa3IMYHBIMU KIMHUYeCKHUMU BapuanTamu AJITTDK.

Hayunas nogusna uccneoosanus:

1) BmepBeie pa3paboTaH pa3BepHYTHIM BapuaHT KIMHHYECKoW kiaccubukaruu AJITK,
YUUTBIBAIOLIEH OTCYTCTBME WJIM HaJIWYME COMYTCTBYIOIIETO MMOKapJuTa, COYETaHHBIX (opMm
NEPBUYHBIX KApAUOMHONATHA M  OINpPENeNAIomeil CHeKTp IUarHOCTUYECKUX U JIeYeOHBIX
MEPOTIPUATHIA U OIEHKY POTHO3a 3a00JIeBaHMsI Y KOHKPETHOTO OOJIBHOTO;

2) BmepBble BbIAeneHa KiaumHHYeckas ¢opma AJIIDK B coderaHmnm ¢ HEKOMIAKTHBIM
MHOKapI0M JieBoro kenynodka (HKM);

3) BHepBble H3yY€Hbl pa3Hble TPYMIbl JUATHOCTHUYECKUX KPUTEPUEB, HEOOXOTUMBIX IS
i hepeHIaTbHON TMarHOCTHKY pa3uuHbIX KIMHu4eckux hopm AJIIDK ¢ apyrumu 3a0oaeBaHUAME
CO CXOJIHOW KJIMHUYECKOW KapTHUHOH (rpyIna CpaBHEHMs), JOKa3aHa IUarHOCTUYECKas 3HAUYUMOCTb

psina MPU3HAKOB, HE BXOASIMIUX B oOmmenpuasThie kpurepuu 2010 .
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4) wW3ydeHa pOJb BOCHAJIMTEIBHBIX W TEHETHYECKHX MEXaHM3MOB B (OPMHUPOBAHHUU
KJIMHUYECKOH KapTHHBI OOJIE3HH, BIIEPBBIE MPOJAEMOHCTPUPOBAH HUX Ppa3MUYHBIA BKJIAJ B
3aBUCHMOCTH OT KJIIMHHYECKOH (hopMbl; HoKa3zaHa 3HaunMocTh JIHK-nuarnoctuky, He3aBUCUMO OT
KIIMHAYECKON (POPMBI M TOCTOBEPHOCTH JIMAarHO3a, N3y4eHBI TeHO-(DEHOTUITHYECKUE KOPPEISALINY;

5) BmepBbIe M3y4YeHA YaCTOTa HEOJATOMPUATHBIX MCXOJOB IMPH PA3IUYHBIX KIMHUYECKUX
dbopmax AJIIDK, oOHapyXkeHbI HOBBIE MPEAUKTOPHI HEOJArOMPUITHBIX HMCXOJOB [CMEPTh,
OlpaB/aHHBIE CcpalaThIBaHUS HMMIUIAHTHPYEMOTO  KapauoBeprepa-neduopmmsatopa (UKI),
ycToumBas xemynoukoBoi Taxukapauu (OKT), ¢ubpummsamus xemynoukoB (DXK), xpoHuueckas
cepaeunas HepoctatouHocTh (XCH)]J.

6) BHepBbIE NPOJAEMOHCTPHUPOBAHA  IEJIECOOOPA3HOCTh  JIEYEHHS  COMYTCTBYIOLIETO

XPOHUYECKOTO HHPEKIIMOHHO-UMMYHHOTO MUOKapauTa y narueHToB ¢ AJITDK.

Ilpakmuueckasn 3HauuMocms Uccied06aHus:

1) umenecooOpa3HO  HCMONBb30BaHHE  MpeiokeHHON  knaccupukaumum  AJIIDK B
KJIMHUYECKON MpaKTUKE JUIsl OLEHKHU CIEKTpa JUArHOCTHMYECKHUX U JICUEOHBIX MEpONpUATUN U
OLIEHKHU MPOTHO3a 3a00JIeBaHNUS;

2) TpenyoKeHbI JOMONHHUTENbHbIe KpuTepuu auarHoctuku AJIIDK mpu Bcex dopmax
0ose3HU: HU3KUH BONIbTaX KoMIiekcoB QRS, xupoBbie BKItOUEHUS B MUOKap/e 1o gaHHbiM MPT
1 00MOpOKH 0€3 MPeABECTHUKOB B aHAMHE3E;

3) mpoaemoHcTtpupoBaHa 3HauuMocTh JIHK-muarHoctwkn mnpu 1000 KIMHUYECKOU
dopme AJIIDK, BKITIOYast TaTEHTHYIO apUTMUYECKYIO, HE3aBUCUMO OT JIOCTOBEPHOCTH JMAarHo3a, y
6ompHBIX ¢ couetanueM AJIIDK m HekoMmmakTHOro Muokapaa menecoodpasno mposenenue JJHK-
JMAarHOCTUKY B T€HAX, OTBETCTBEHHBIX 32 Pa3BUTHE 000UX 3a00JICBaHMIA;

4) anpoOupoBaHBI MOAXOJBl K JUATHOCTHUKE COIYyTCTBYIOIIETO MHOKapIUTa Y OOJIBHBIX C
AJIITK u ero neuenwuo;

5) mnpoBeneHa oneHka 3(P(PEeKTHBHOCTH aHTHAPUTMUYECKOH, MMMYHOCYIIPECCUBHON TEparuiu
(TMpU HAJTUYMH COMTYTCTBYIOLIETO MUOKAPIUTA), @ TAKKE PA3TUUHBIX HHTEPBEHIIMOHHBIX BMEIIATEIHCTB
(pamuovactotHas abmarust (PYA), uMIDiaHTamys KapauoBEPTEPOB-IePHOPHILISTOPOB) Y OOIBHBIX C
pasznmuuabiMU KuHUYecKuME (hopmamu AJITDK, uto mosBossier npoBoauth AuddepeHimpoBanHbIit
BBIOOD JICUCHHUS Y PA3HBIX OOJBHBIX;

6) pa3paboTaHbl KaJIBKYJSITOPHI PUCKA JIETATbHOCTH, BO3HUKHOBEHHs! ycTonunBon KT u

pasButusg XCH npu crpatudukanuu pucka HeGIaronpusTHBIX HCXO/0B.

OcHogHble non0JHCceHUA, 6BIHOCUMDbLE HA 3AUUMY:

1. BolieneHsl 4eThlpe YCTOWYMBBIX BO BPEMEHH OCHOBHbIE KimHHYeckue ¢opmbel AJIIDK:
I. JlarenTHass apuTMHUECKash — dYacTas >KEIyJO04KOBas SKCTpacuCToius w/wim HeycroiumBas XKT.
I1. Pa3BepryTas aputmuueckas — ycroiumsas KT/ @XK. III. AJIIDK ¢ mporpeccupyromierd XCH (kak

OCHOBHBIM KJIMHUYECKUM TiposiBlieHreM 3a0oseBanusi). [V. Coueranne AJIIDK ¢ HKM.



9

2. Tlpu xaxmoil u3 BeIIeNeHHBIX KiumHHYEeCKUX ¢dopm AJIIDK wmmeercs cBoil cmektp
HanOonee WH(POPMATUBHBIX JAHATHOCTHYECKUX KPUTEPUEB, KOTOPHI TO3BOJSIET Hamboiee
3¢ (HEeKTHBHO MPOBOIUTH AUPPEPECHINATHHYIO JHATHOCTUKY CO CXOIHBIMU 3a00JICBAHHUSIMH, IS
BceX (OpPM YCTAaHOBJEHA JMArHOCTUYECKas 3HAYMMOCTh psAa JAMArHOCTUYECKHX IPH3HAKOB, HE
BKJIIOYEHHBIX B OOLIETIPUHATHIE KpuTepun auarHoctuku 2010 r.

3. ConyrcTByromuii MUOKapauT nuarHoctupoBad y 70% mnaunmenroB ¢ AJIIDK, on moxer
UMETh Kak TMEpPBUYHYIO (MH(EKIMOHHYI0), TaK W BTOPUYHYIO (AQyTOMMMYHHYIO) TIpupoxy. Brman
TCHETUYECKUX M BOCTIAIMTENILHBIX MeXaHu3MoB B opmupoBannn AJIIDK paznuuaercs B 3aBUCUMOCTH
oT opMBbI 3200JI€BaHMS: B JTATCHTHOW apUTMUUECKOH (hopMe 1t MaHU(ECTANH U TTPOTPECCUPOBAHUS
3a00JIeBaHUsI HEOOXOAMMO TMPHCOEANHEHNE MHOKAp/ANTa, B Pa3BEPHYTONH apUTMHUYECKON (hopMe poJb
BOCTIAJICHHSI MUHUMAJIbHA, TIpeodafaeT BosaeiicTere mytammii, a mpu AJIIDK ¢ mporpeccupyromieit
XCH u B coueranuu ¢ HKM oanHakoBO BayKHO BIMSTHEE 000MX (PaKTOPOB.

4. Haubonee 3HAYMMBIMU MIPEIUKTOPAMH CMEPTH cTainu Hannuue ycronunBoit KT (p = 0,028),
noseiienne C-peaktuBHOro Oenka (CPB)> 0,6 mr/an (p =0,001), dpakus BbIOpOCca JIeBOTO
xemynouka (PB JDK) <35%; npemukropamu yctoiuumBoid KT — 00beM mpaBoro mnpeacepaus
(IIT) >80 ma (p=0,004) u nanmuue HeyctonumBor KT (p=0,033); mpeauKTOpOM ajeKBaTHBIX
cpabarpiBannii KJ[ — xoHewHbI muactonmmveckuid pasmep jeoro skenynodka (KIAP JDK)>5cm
(p=0,038), a mpemuktopamu passutus XCH — ob6eem IIII>70 mn (p<0,001), maBHOCTH
3aboneBanus > 5,5 roga (p = 0,007) u noBeienue CPb > 0,2 mr/mn (p = 0,05).

Anpobayusa pabomut

Marepuasibl JUCCepTaIry JOJIOKESHBI Ha POCCHIICKMX HAIMOHAIBLHBIX KOHIPECCaX KapIuOJIOTOB
(ExarepunOypr, 2016 r.; Canxr-IlerepOypr, 2017 r.; Mocksa, 2018 r.), koHrpecce Kapanoctum
(Cankr-IletepOypr, 2018 r.), EBpomeiickux KoHrpeccax Mo cepaeuHoi HemoctaTtodHocTn (Heart
Failure Congress: ITapmxk, 2017 r.; Bena, 2018T1.), 14" International Symposium on Variants in

the Genome: detection, sequencing & interpretation (CanTbsiro-ne-Kommocrena, 2017 r.).

Jluunwiii 6k1a0 agmopa

ABTOpY MPUHAJICKHUT BEAYIIast pOJb B BEIOOPE HAMPABICHUS UCCIIEIOBAHUS, CTATHCTHYECKOM
o0paboTke, aHamu3e ¥ O00OOIIEHMM TOJMYyYEHHBIX pe3ylnbTaToB. Bkmag aBtopa siBiseTcs
OTIPENENSIONIMM U 3aKII0YaeTCsl B HEMOCPEICTBEHHOM YYAaCTHM Ha BCEX JTalax HCCIEJOBaHMA: OT
MOCTAHOBKH 3aJlay, UX TEOPETUYECKOW M KIMHUYECKOM peann3anuu A0 OOCYXKIEHHs Pe3ysIbTaToB B

HAaYy4YHBIX Hy6JII/IKaHI/IHX " JOKJIaJax U X BHCAPCHUSA B IIPAKTUKY.

Buneopenue pesynomamos ucciedoganusn
[Ipennoxxennas knuHuuyeckas kinaccudukanus AJIIDK BHeapena B nmedeOHBIN U y4eOHBIH
nporecc DakyIbTeTCKOW TepaneBTHYecKod KinmHUKM uMeHn B.H. BunorpamoBa u kadenps

daxynbprerckoii Teparnuu Ne 1 Ilepsoro MI'MYVY umenu .M. Ceuenosa.
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Coomeemcmeue ouccepmayuu nacnopmy HAY4YHOU CREYUATbHOCHU
HayuHble mosiosxeHusi TUccepTallii COOTBETCTBYIOT (opmyie cneuuanbHoctu 14.01.05 —
«KapauoJorusy. Pe3ynbraTsl MpoBeIEHHOTO UCCIIEIOBAHHS COOTBETCTBYIOT O0OJIACTH MCCIIEOBAHHS

CHEINaIbHOCTH, KOHKPETHO — IMyHKTaM HacrnopTa kapauosioruu 4, 7, 14.

Ilyoaukayuu
ITo Teme muccepranuu onmyOauKoBaHO 17 Hay4HBIX paboOT, BKIOYAs 5 cTaTed B )KypHajax,

pexkomennoBanubix BAK Poccuiickoit @enepanuu.

Obvem u cmpykmypa ouccepmayuu

Juccepranusi COCTOUT U3 BBEACHHUS, 4 TTIaB, B KOTOPBIX MPEACTABICHBI 0030p TUTEPaTypHI,
MaTepuaibl U METOJIbl, PE3yJIbTaThl MCCIEIOBAHUSA, OOCYXICHHE DPE3yJIbTaTOB HCCIEAOBAHUS U
3aKJIIOYCHHS; BBIBOJIOB, TIPAKTUYECKHX pPEKOMEHAAnui, OuOiamorpaguueckoro Coucka u
npwioxeHus. Jluccepramnus HamucaHa Ha PYCCKOM sI3bIKe B 00beme 226 CTpaHHMIl, WIUTIOCTPUPOBAHA
60 Tabmunamu, 58 pucynkamu. B 6ubnuorpadguu ykazansl 213 MCTOYHUKOB JUTEPATYPHI, U3 HHUX

12 oreyecTBeHHBIX U 211 MHOCTPaHHBIX.
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I''TIABA 1. OB30P JIUTEPATYPBI

1.1. Onpenenenne U 3NMUAEMHOTOTUSA

apHTMOFeHHOﬁ AUCIUIa3UA IPABOro KeJIya0o4YKa

ApuTMOTreHHas JHCIUIa3Hs MPaBOro JKENyJ0YKa — HAcJeICTBEHHOE 3a0o0JeBaHHE MHOKApIa,
XapaKTepHu3yIoIIeecs: MporpeccpyronmM (HUOPO3HO-KUPOBBIM 3aMEIICHHEM MPABOTO JKEITyI0YKa,
KJIMHUYECKH MaHU(ECTHPYIOIee >KeTyJAOYKOBBIMU HAPYIICHUSAMH PHUTMA, BBICOKUM PHUCKOM
BHE3aITHOW cepaeuHor cMmeptH [5, 21, 22, 23, 41, 56, 63, 67, 68, 69, 71, 76, 105, 133, 155, 157, 176,
177, 178, 195, 206].

[IpencraBnenus o pacnpoctpaneHHoctr AJIIDK ¢ MOMeHTa onrcaHus 3TOro 3a00JIeBaHMs B
1977 r. G. Fontaine [83] mo Hacrosmiee BpeMsi TPETEPIHENH CYIICCTBCHHbIE W3MEHECHHUS.
W3navansno AJIIDK Bxommna B paspsn peakux 3a0ojieBaHUM, OJHAKO IOCTENEHHO IO Mepe
COBEPILICHCTBOBAHUS TPEACTABICHUNH O HO30JIOTUH, pPa3pabOTKH KPHUTEPHEB JUArHOCTUKUA U
CO3aHUS PErMCTPOB CBEAECHUSA O PACIPOCTPAHEHHOCTH W3MEHWIMCh M HAa CETOIHSALIHUM JI€Hb
konebmroTes ot 1:1000 [158] mo 1:5000 [20, 183]. CooTHOIIEHHE MY>KYMH U JKEHIUH COCTABIISIET
3:1 [70]. deGrot 3aboneBanus mpuxoautcs Ha Bo3pacT 10 40 net y 80% naruentos [70].

JleransHocTh manueHToB ¢ AJITDK 3HaunTenbHO BapbUpyeT B PA3TUYHBIX HCCIEAOBAHUAX U
coctasiseT ot 0,08% B ron npu cpeaHem nepuoae Habmoaenus 8,5 roxa [148] mo 3,6% B rox npu
cpeaHem nepuoze Habmoaenus 4,6 roxa [121].

[Tockonbky onHOM U3 0cHOBHBIX 4epT AJIIDK siBiisieTcst BBICOKHIT pUCK BHE3AITHOW CMEPTH,
HeoOxoaumo otaenbHo pacemorpeth Mecto AJIIDK B crpyktype BCC. T'mcronoruueckue
npusHaku AJIIDK y mnanmeHTOB, yMeplIMX BHE3AIHO, BBIABISIOTCS C Pa3IMYHOM YacTOTOM.
Pe3ynbpTaThel 3aBUCAT OT pPETMOHOB, B KOTOPBIX MPOBOAWIOCH HccienoBanue. CyliecTBYIOT
«uaemuanbie» Mo AJIIDK pernonsl, Takue kak oo6iacts Veneto B Mtanuu mim rpedeckuii OCTpoB
Haxkcoc, rae B 20% ciay4yaeB cpeiyd MOJOABIX yMepHiux (40 35 JieT) mpHu BCKPBITUU BBISBISIOTCS
npm3Haku AJITDK [195]. TTo manaeiM D. Corrado u coaBt., AJIITK crana npuaunoit BCC y 26%
JeTel U MOoJPOCTKOB B Bo3pacte 10 20 JeT, yMepIInuX OT CepAeYHO-COCYTUCTHIX 3a0oneBanmii [66].
B pesynbTare pocra ocBenomieHHOCTH MOp(dooroB o ructojoruueckux kpurepusx AAIDK mpu
JaTbHEUIINX MCCIIEA0BAaHUSIX CTAJIO N3BECTHO, yTO MecTo AJ[ITDK B cTpykType BHE3aIMHOM CMEPTH B
npyrux crtpaHax Esponsl m HoBoro Csera He HamHoro Hwke, yeM B HWramum [166]. B
BenukoOpuTaHuu TpPOBOAWIOCH HCCIIEAOBAaHHE, B KOTOPOM H3y4YaJHCh HIPUYMHBI BHE3AITHOU
cmept 118 mononpix atieros: 14% mnpu BekpeiTuM ObUT mocTaBieH auaro3d AIIDK, mpuuem y
MOJIOBUHBI OTMEUYeHa OMBEHTpUKYJsipHas (opma 3aboneBanus [74]. Eme Oonee BHedaTIISIOMIMA

pesyibrar ObUT TosydeH Larsson M COaBT., KOTOpble B CBOEH pPabOTe M3YUYMIN PE3YJIbTaThI
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ayTomncuu y 16 BHE3aTHO yMEPIIUX MOJOABIX CIOPTCMEHOB U3 [lIBenuu: y Kaxka0ro 4eTBEpTOro U3
HUX MOpP(QOJIOru4ecKrue U3MeHEeHUs1, 0OHapykeHHbIe B cepale, coorBercTBoBanu AJIIDK [118]. B
nenoM Ha ceroaHsmHui  aeHb AJIIDK  sBnsercs oxHOM M3 cambIX paclpoCTpPaHEHHBIX

kapauomuonaruii, npuogsaumx k BCC nun B Bozpacte a0 35 ner [21, 73].

1.2. UcTopuyeckas cipaBka

AJIIDK xak Ho30morusi Obuta ommcaHa Juilb B KoHIE 70-x rr. XX B., OJHAKO OIMUCAHUS
3aboneBanms, cxoxkero ¢ AJIIDK, moxxHO BCTpeTuTh B IuTeparype HamHoro pasbiie [116, 117].
[lepBbIii, B YbKX paboOTax yJaaJioch OOHAPYKHUTh TIOJ00HYI0 HHbopMaIwio, 0bi1 Giovanni Maria Lancisi
(1654—-1720), Bblaroluiicss UTAIBSHCKUIA Bpad U uccnenoBatens [91]. B cBoux tpymax «De Motu
Cordis et Aneurysmatibus» u «De subitaneis mortibus» OH ommcan HECKOJBKO CeMeH, B KOTOPHIX Ha
NPOTSHKEHUH 3-4 OKOJIEHUH OTMEUAIIMCh CUHKOMAJIbHBIE COCTOSIHUA M BHe3amnHble cmeptu [116, 117].
HeckonmpkuM uiieHaM 3TUX ceMel ObUTH BBITIONHEHBI BCKPBITUS, TNPU KOTOPBIX OOHAPYKUIKCH
munaranust npasoro xemynodka (IDK), a Taxke ero aHeBpu3maruueckue BbimsuuBanus. [Ipu stom
Jlanun3u obOpaiiaeT BHUMaHKUE Ha TO, YTO JIEBbIE OTAENbI CepAlia aOCOIIOTHO UHTAKTHBI, HECMOTPS Ha
sHaunTenpHyto muatanuio [DK [21]. C Gonbioil noseil BEpOSATHOCTH MOXHO TOBOPUTH O TOM, YTO
peub uaetr umenHo o6 AJITDK. M3BecTHO, YTO pacnpocTpaHEHHOCTh 3TOro 3aboneBanus B Urtamiu, B
0COOCHHOCTH B pervoHe BeHeTo, MpeBbIIIaeT TakoBYIO B OOIIeH NOMyJISIMU. DTO CBA3aHO C TEM, UTO,
1o BCed BUIMMOCTH, MyTauus BO3HMKIa de novo B onHOM M3 cemell. B nanbHeimem wu3-3a
pacIpOCTPaHEHHBIX B TO BPeMs OJIM3KOPOACTBEHHBIX OPAKOB M OOJBIIOTO KOJTUYECTBA JIETEH B CEMbSX
KOJIMYECTBO HOCUTENCH MyTaHTHOTO T'€Ha YBEJIMYMIOCH U 3a00J1€BaHIE 3aKPEMUIOCH B MOIMYJISIHUH.

Takxe B cpefHHe BeKa IMOSBUINCH CBEACHHS O OOJIE3HH, MOpaKaromeld MHOTHX JKUTENEH
rpedeckoro octpoBa Hakcoc. B panbHeiimem 3a HelW Tak W 3aKpeNWIOCh Ha3BaHHE «OO0JE3HBb
Hakcoca». KnuHu4yeckuMu TMpoOsSBICHUSAMU OSTOro 3a0o0lieBaHUS SBISIOTCS  (PEHOTHITMYECKHUE
0COOCHHOCTH (JIaJJOHHO-CTOIIHBIA KEpaTo3 MO TUMY NeM(Uromna, MIEPCTUCTBIE BOJIOCHI), a TaKXKe
YKU3HEyTpoKarolue HapyuieHus: putMa, B Tom unciie BCC [13] (pucyHok 1). 13-3a reorpaduueckoit
U30JISIMN Ha 3TOM OCTPOBE TaK)Ke PaclpOCTpaHEHbl OIM3KOpOACTBEHHbIE Opaku. B nanbHeiinem
BBISICHWJIOCH, YTO y 9THX MAIlMEHTOB MPHUCYTCTBYIOT MYTAIlMM B F€HAX CEMEHCTBA JIECMOCOM, KaK U
npu AJITDK, omnmuyme coctowTt nwis B TOM, 4TO Aiisi Oone3nn Hakcoca XapakTepeH ayTOCOMHO-
peumccuBHbIM THN HacnenoBanus [13, 163]. ¥V OompHbIX oTMmewaroTcst Tunwunbie mais AJIIDK
m3menennss Ha OKI. Jluarno3 ObLI TOATBEPXKIEH M TpU MOP(OIOTHYECKOM HCCIICIOBAHUU.
HHTepecHo, 4To 3TOT OCTPOB ObLT OKKYIMHPOBAH BeHEIMaHCKUMHU Kymamu ¢ 1207 mo 1566 r. [79], B
CBSI3U C YeM MOXKHO NPEAIOJIOKHUTh, YTO MAaTOTeHHass MyTalus Obla 3aBe3eHa Ha ocTpoB Hakcoc

uMeHHO 13 Benennu. EcTh 1aHHBIE M O TOM, YTO Y€JIOBEK C MPU3HAKAMU KepaTo3a JIaJ0HEH U CTOI
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Obl1 M300pakeH Ha MoOHeTe ¢ ocTpoBa Hakcoc, matupyemoit emé 400r. mo H.3. [12]. Brnonne
BEPOSITHO, YTO MYTAIlsl, 3aBe3€HHAs BEHEIIMAaHCKMMHU KymIamu Ha ocTpoB Hakcoc, B mampHenIeMm

HacCJICAOBAJIaCh CHCIIJICHO C TCHOM, OTBECTCTBCHHBIM 3ad PA3BUTUC KEPATO3a HaHOHeﬁ H CTOII.

Pucynox 1. IlposiBnenus 6ose30u Hakcoca:

A — (peHOMEH HIEPCTUCTBIX B0J10C; B — manbMapHblii kepaTo3; C — IVIAHTAPHBIH KepaTo3

B nanwpnetimem, B konie XIX — Hagane XX B., ONMCAaHUE )KUPOBOW HHPUIBTPALIMH CEPIIIa C
uctonyennem IDK BcTpeuanock B paboTax TakuxX BbIJArOUIMXcs Bpadeil, kak R. Laennec u
W. Osler. B 1952 r. H.Uhl onwucan cayvaii nmonHoro ¢ubposnoro 3amenienus [DK y pebenka B
BO3pacte 8 mecsieB. B nanpHelnem 3To 3a001eBaHre MOyYMIo Ha3BaHue anomanus Yiis [202].

[TepBoe coBpemeHHOE ommcaHue 3adoJieBaHus ObLI0 mpenctaBieHo B 1977 r. G. Fontaine
[83]. TepMuH «apUTMOTE€HHAs IUCIUIA3Us MIPABOTO KENyI04Kay ObUI MpEeAsIoKeH A 0003HaYeHUS
00J1e3HH, BeylIeil K BHE3aITHONH CMEPTH Y MOJIOJBIX JIIOJCH C MPaBOXKEIyI0UYKOBOW TaxUKapIUei,
HE UMEIOLIUX CTPYKTYpHBIX aHOoManui cepaua. K 1982 r. 6pu1o onucano 56 ciyyaes 3a00yieBaHus,
24 u3 xotopbix nuarHoctupoBanu G. Fontaine u coaT. [133] B aHII0S3bIYHBIX CTpaHAX CYUTACTCH,
yto AJIIDK onucana B 1982 r. F. Marcus (CILIA) B coaBt. ¢ G. Fontaine [133].

B 1995r., cormacHo OOHOBIEHHOW KiaccUpUKaMK Kapauomuonatuii BcemupHoii
opranu3zaiun 3apaBooxpanenusi, AJIIDK Oputa opunmanbHo BKIIFOUEHA B TPYIITY KapAHOMHOTATHIA
HapaBHE C JWIATAIIMOHHOMN, TUIIEPTPOPUIECKON 1 peCTpUKTUBHOM [ 168].

Cnenyer orMeTuTh, yTo B 2000 r. BIepBbie OBLIO OMHCAHO, YTO KIACCHYECKHE MPHU3HAKU
AJIIDK BcTpeuaroTcss HE TOJNBKO y 4YeNoBeKa, HO U y Komiek [89] m cobak [143]. HdanbHeiimee
nzyuenue teueHuss AJIIDK y )KMBOTHBIX MO3BOJIUT yJIYUIIUTh IOHUMAHKE MATOTEHE3a U PACIIUPUTD

MIPEICTABIICHHS O CIIOCO0axX JICUCHHsSI TAaHHOTO 3a00JIEBaHMUS.
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1.3. OTtuonorus u narorenes A K

Hecmotps Ha 1o, yto AAIDK akTUBHO M3y4aercs yKe Ha MPOTSKEHUH YETHIPEX JECITKOB
JIeT, €IMHOTO M IEIOCTHOTO MPEACTaBICHUS 00 3THOJIOTMHM M MaTOTeHe3e 3TOro 3abojeBaHUs 10

CHUX IIOp HeT.

1.3.1. Teopun Bo3HuxkHoBeHusi AJIIIK

Cyl11eCTBYIOT MHOTOUYUCIIEHHBIE T€OpUU BO3HUKHOBEeHUST A J{ITK.

IlepBas 3 HuUX — Ouzonmozenemuueckana. CornacHo stoil Teopuu, AJ/IIDK cunranace
BPOKJCHHBIM IOPOKOM pa3BUTHA, IO CYTH, Pa3HOBUIHOCTbIO aHOMaiuu Yis [23, 167,202]. B
HOJIb3Y 3TOM TEOPUH MPUBOAMINCH JaHHBIE O TOM, YTO €IIe B Mpoliecce IMOpUOTreHe3a HaunHaeTC s
¢ubposno-xkxuposoe 3amerienne muokapaa IDK, koropoe 3arem mponomxkaercss B MOCTHATAILHOM
nepro/Jie BIUIOTH JI0 B3pOCIIOro Bo3pacTta [86]. B moaTBepkaeHne 3TOM Teopun OBUT ONHCaH CiTydai
oOHapy»eHHsl y IJIoJa B Bo3pacTe 27 HEAENab NMPaBOKETYJIOUYKOBOM aHEBPU3MBI U HapyIICHUMN
puTMa, Ipu MOp(OIOrHUIeCKOM HCCIeI0BaHUU o0pallaio Ha ce0si BHUMaHue 0OJIbIIOe KOJIMYECTBO
Q/IATIONUTOB, Pa300MIAIONNX KAPAHMOMHOIUTEI, W HEOOJBIIOE KOJUYECTBO (PHOPO3HOW TKaHU
[79, 94]. Takum 00pa3oM, UIMEHHO HEOJHOPOIHBIM 32 CUET >KUPOBBIX U (PUOPO3HBIX BKIFOUEHHI
muokap IDK sBisticst cyOcTpaTtom st pa3BUTHS KETyJOUKOBBIX HAPYIIEHUN pUTMA.

B pamkax »3TOil Teopum BrepBble ObUIO C(HOPMYJIUPOBAHO MOHATHUE «TPEYTOJbHHUK
JMCIIIa3u», KOTOPbIM BKItouaeT B cedd ydactku IDK, TunuyHble 11 JIoKanu3aluy aHEBPU3M U
uctonuennii crenku DK [133]. B tpeyronpHuk aucmiazuu BxoasaT Bepxymika [DK, mputounsiii
otnen DK un mmwxuenuadparmanpaas vacts [DK mox crBopkoit TpukycnuaanpHoro kinamnada (TK)
(MoCNeAHIO BEPIINHY TPEYTOJIbHUKA PsIl aBTOPOB OMpPEAEISAeT KaK HEMOCPEACTBEHHO BBIHOCSIIUI
tpakT IDK) [133, 166]. ImenHO BciencTBue MepBOHAYANBHOTO mnpeanonoxenus, uro AJIIDK
SBJISIETCA BPOXJIEHHBIM TOPOKOM pa3BUTHs, B HA3BaHUM 3TOW HO30JOIMH 3aKpENHJICS TEPMHH
«aucmasusy. B HacTosiee BpeMs 3Ta TeopHst UMEET 10 O0JbLIeH YacTH UCTOPUYECKYIO IEHHOCTb,
a npexcrasnenus o npupoae AJIIDK nperepnenu cyiiecTBeHHbIE H3MEHEHHSL.

B ocHOBe Odezenepamuenoii Teopun JeXKUT NPEACTaBICHUE O THOETM KapAHOMMOLIMTOB
BCJIEJICTBHE YJIBTPACTPYKTYPHOIO MJIM MeTabOJIMYecKOro HaciencTBeHHoro aedekra [23].
[Ipennonaranoch, YTO MyTalys, OTBETCTBEHHAs 3a pa3BUTHE 3a00JIeBaHUS, HAXOAMTCS B TEHE
14923-q24, nokanu3oBaHHOM B 14-if XpoMocome, U BEIET K CTPYKTypHOMY Ae(eKTy o-aKTHHA,
KOTOPBIM CTPYKTYpHO TOMOJIOTHYEH C KOHIIEBBIM JIOMEHOM TucTpoduHa [166]. MyTanus B 3TOM ke
TeHE BBISBIISIETCS Y MAIUEHTOB ¢ Muomnaruei Jlromena u muonatueit bexkepa [23]. Takum oGpazom,

AJIIDK mnpencraBnanachk OINpeNeseHHBIM BHIOM «MHUOKapAHoAuCTpopum». Tem He MeHee Yy
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naneHToB ¢ AJIIDK He nHabmromaercs M3MEHEHHH CO CTOPOHBI CKEJIETHOM MYyCKynaTtypel [23],
KOTOPBIX CJIEZIOBAIO ObI 0KUJIATh B paMKaX 3TOH TEOPHH.

Anonmomuueckasa TEOPHs TIPEAINONATAET TPOTPECCUPYIONIYI0 YTpaTy MHOKapaa o0ouX
xKenyaoukoB (knuHuka mopaxkeHuss IDK mpeoOnamaer, Tak Kak HM3HA4YalbHO MHOKapJ B HEM
3HAYUTENBHO TOHbINE, HEKEIH B JieBoM sxenynouke (JIK)) B pesynbTare HapylieHHsS MPOIECCOB
PETYJISIHK aronTo3a — nporpaMMmupyemMoi rudenu kietok [209]. B monb3y 3Tol TeOpur rOBOPUT
NOBBILIEHUE YPOBHS IPOTea3, HEOOXOIMMBIX AJIsl MpOIecca amonTo3a, B MHUOKApAE MalUeHTOB C
AJIIDK mo cpaBHeHUIO C KOHTPOJBHOW rpymmoi 0e3 3adoneBanuii cepana [128]. CormacHo sToit
TEOpUH, aHOMANIUS YIS TaKXkKe SBISETCS pe3ybTaToM amonTotudeckoit aectpykiuu [1K, kotopas
poTeKaeT Ooyiee arpecCUBHO U OBICTPO (BILIOTH 0 MOJIHOHM pe3opOiuu muokapaa [1K), yem npu
AJIITK, rae mporecc anonto3a uaet nocrenexHHo [112].

bonpiioit nHTEpEC NpeACTaBIsACT UHpeKkyuonno-eocnatumenvuas teopus. M3pectHo, 4ro
IIPU TUCTOJIOTUYECKOM HCCIIEJOBAaHUM aKTUBHBIM MUOKapauT oOHapyxkuBaeTcs 6onee yem y 40%
nanueHToB ¢ BepudumupoBannoin AJIIIK [10, 50]. CormacHo 3Toil Teopww, B pe3yibTare
MHPEKIIMOHHO-IMMYHHOTO MHOKapAWTa B MHOKapae oOpa3yloTcss oOdYarm HEKpo3a, KOTOpHIC
BITOCJIC/ICTBUH 3aMeatoTcst GrUOPO3HO-KUPOBOH TKaHbIO [196]. B skcnepuMeHTanbHOM padboTe y
MBIITIeH, THOUIIMPOBAHHBIX BUpycoM Kokcaku, HaOIFOMAICS MUOIIEPUKAPIUT C MPEUMYIIECTBEHHBIM
BossieueHue IDK, B nanpHeiimeM 6bu10 ipoieMoHCcTpUpoBaHo pa3Buthe aneBpusM 10K [137]. Ectb
JaHHble, yTo B MUOKapjae nanueHtoB ¢ AJIIIXK noctoBepHo yaile, ueM B KOHTPOJIBHOM TpyMIIE,
BBISIBJISIIOTCSL  KapJUOTPOINHBIE BUpPYChl (mapBoBupyc B19, mnuromeranoBupyc, aJIeHOBUPYCHI,
3HTEpoBUPYCHI) [35]. OcTaeTcst OTKPHITHIM BOIIPOC OTHOCUTEIBHO TOTO, YTO SIBISIETCS TEPBUYHBIM:
MHUOKApJIUT, BCIEACTBHE KOTOPOTO TMOSBISIOTCS YYacTKU (PUOPO3HO-KUPOBOTO 3aMEIICHUs
MHUOKap/a, WIH HW3HAYAIbHO HMEETCS MPEeIpacloioKEHHOCTh K MHUOKapAUTy U TeHETHYECKU
3amporpaMMHpPOBaHHAsl THOETh KIETOK BEACT K OTBETHOM BOCHAIUTEIBHOW peaknuu. B
JATBHEHIIIEM MBI PACCMOTPHM 3TOT BOIIPOC OoJiee MoaApOoOHO.

B cBsa3u ¢ tem, uyto HambOomee spkumu depramu AJIIDK sBisioTcs KuU3HEYrpoXKaroume
JKEIyJAOYKOBBIE HAPYIICHWs PUTMA M BBICOKHM pPHCK BHE3alHOM CMEPTH B COYETAHUU C
W3MEHEHHUSMU B TPAaBBIX TPYAHBIX OTBEACHUSAX, OJHO BpeMs OblIa JOBOJBHO PAaCIpOCTpaHEHA
teopusi, cornacHo kotopoir AIIIDK siBnsiercss ocoboit ghopmoii cunopoma bpyeaoa. Onnaxko nipu
nanpHedmem wu3ydenun AJIIDK Obuto mpoaeMOHCTPUPOBAHO, YTO XapaKTepHbIE IS ATOH
Hozonorun OKI'-npusnaku, usmMenenus npu MPT, a rimaBHoe, myTtanuu, Beisiisembie npu JIHK-
JIMAarHOCTHKE, HEXapaKTepHbI A1 cuHapoma bpyrana [145].

Hecmotps Ha 6o0iblIoe KOJIMYECTBO PA3IUYHBIX TeOpuid kacatenbHO 3tHojoruu AJIDK,
HanOosiee OOIICTIPUHATON Ha CETONHSIIHUN JeHb SBISCTCS 2eHemuueckas meopus. AJIIDK

OTHOCUTCA K MOHOI'CHHBIM 3360J’I€B3HI/IHM, T.C. IJIA Pas3sBUTHUA DOTOIr0 3a0051eBaHUs JOCTAaTOYHO
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MyTallUd B OAHOM reHe. B Hacrosimee Bpems onucano 17 reneruueckux BapuantoB A/IIDK, npu
9TOM JIJIsl 2 U3 HUX TOYHAS JIOKAJIU3alHsl TEHETHIECKOTO JAedekTa Heu3BecTHa, Tabnuma 1 [47]. Ha
CETOAHSIIHUHN JCHb MyTallH yAaeTcs BbIIBUTH OoJee ueM y 60% manuentoB ¢ AJIITK [99]. Takum

obpazom, A/IIDK, HeCOMHEHHO, SIBISIETCS TEHETHYECKOM KapIMOMHOMATHEH.

Taoauna 1

I'enbl, oTBeTcTBeHHBIE 32 pa3BuTHe AJIIINK [47]

I'en Jlokyc Beaox
Lecmocomnvie eenvl
DSP 6p24 JecMmoruiakun
PKP2 12pl1 [Mnaxodumua
DSG2 18q12.1 HecMornenn
DSC2 18g21 JlecMokoMH
JUP 17921 [Tnakornooun
Heodecmocommuvie cenvi
TGFB3 14923-q24 Tpancdopmupyromuii pakrop pocta -3
CTNNA3 10g21.3 oT-xaTeHuH
? 14q12-q22 -
? 2q32.1-32.3 -
TMEMA43 3p21.3 TparncmemOpanHbIid Oeok 43
PLN 6q22.1 docdomamban
LMNA 1g22 Jlamua A u C
DES 2q35 Hecmun
TTN 2q31.2 Tutun
LDB3 10g23.2 LIM-cBA3BIBAIOIUNA JOMEH
FLNC 7q32.1 Ounamus C
CDH2 18q12.1 N-kaarepun
XoTsi Hambojee COBEPIICHHOM W OOOCHOBAaHHOM HA CETOAHSIIHWN JEHb SBJISETCS

TCHCTHUYCCKasd TCOpH:, B K&)K,I[Oﬁ 13 BBIIICHA3BaHHBIX Teopnﬁ €CTh pallMOHAJIBbHOC 3€PHO M OHHU

MOTYT HUCIIOJIB30BaTHCA JJIs1 KOMIIJICKCHOT'O 00BsACHEHH ITaTOreHe3a AHH}K

1.3.2. I'eneruxka AJAIIK

Cemeiinblii Xapaktep 3a0ojeBaHMsl ObLI W3BECTEH JaBHO, OJIHAKO TMPEANOJIONKUTH THII

HacJeI0BaHUS ObUIO CIIOKHO B CBSI3M C TEM, YTO IKCIPECCUBHOCTh W MeHeTpaHTHOCTH AJIIIK

CUJIBHO BapbHPOBAIU JaKe B Mpeaenax oaHoi cembr [42, 166]. JIums B 1998 1. mpu ob6cnenoBanuu
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nanyueHToB ¢ Oone3npto Hakcoca, ans KOTOpoid, B oTnmume oT octanbHbeix (opm AJIDK,
xapakTepHbl 100% DEHETPaHTHOCTh B TMOJPOCTKOBOM BO3pacTe M, INOMHUMO KapAHAJIbHBIX
MPOSIBIICHUI, OCOOCHHOCTH BHENIHET0 BHJA TMAlMEHTOB, YMPOILIAIOUINE IHArHOCTHUKY, Oblia
BBISBJICHA NIATOT€HHAass MyTalusi B TIeHe OelKa JecMOCOM: TOMO3UTOTHas Jeneuus 2 map
HYKJICOTHIOB B TEHE IUJIAKOIJIOOWMHA, JIOKaau30BaHHOM B 17-if xpomocome (17q21) [53, 141].
OOGHapy’keHHe MyTallid B T€HE IUIaKOTJI00MHA — OeJKa, BXOJIIETO B COCTAaB JECMOCOM, 3a]1ajio
y4€HBIM JaibHeIlee HampaBieHHe Jid TMOHWCKa MyTallMii B TeHaX, KOIUPYIOIIUX CEMEHCTBO
JIECMOCOMHBIX OenkoB. Bckope rpymnmamu uccienopareneii u3 JkBagopa u Uuaum Obuia omricana
MyTallys B I€HE JIECMOIUIaKMHA Yy TMAIlUEHTOB C KOKHBIMU MPOSBICHUSIMH, aHaJIOTUYHBIMU TAKOBBIM
npu Oone3nn Hakcoca, W KapauomMuomaThedl ¢ MNpeuMylIecTBEHHbIM mopaxkennem JDK.
3aboneBaHue MOMYYMIIO Ha3BaHUe «cuHApoM Carvajaly [42, 150]. [TocnenHuit MoXeT coueTaTbes ©
HKM [28, 185, 210].

B 2002r. Obuin omyOnukoBaHbl JaHHble 00 oOOHapykeHuu y mnamueHta c AJIDK
NaTOTeHHOW MYyTall C ayTOMOCHO-JIOMUHAHTHBIM TUIIOM HAclleJJOBaHHUS B I'eHE, KOJIUPYIOIIEM
JECMOCOMHBINA Oenok. MyTanusi Oblia BBISIBIEHA B TeHE JecMmoruiakuHa (DSP) u 3aTparuBana
JIOMEH 3TOro Oenka B O0JIACTH €ro MPHUKpPEIIeHUs K Iutakoriaoouny [165]. B naneheiimem Obuin
ONHKCaHBl MYTAallMd B TeHAaX, KOAMPYIOUIMX JpPyTWe JIECMOCOMHBIC OCNKH: TUIAaKOQWIUH 2,
HENOCPEJACTBEHHO B3aWMOJEUCTBYIOUINI € IMIAKOTIO0OMHOM U JECMOIUIAKMHOM; JIECMOTJIEUH 2 U
JnecmokoiuuH 2 [191].

CymectBytor Takxe ¢Gopmbl AJIIDK, accommupoBaHHbIE ¢ MyTalUMSMH B HEIECMOCOMHBIX
renax. [lepBblif U3 Takux JIOKycoB ObuT onucan A. Rampazzo u coasrt. eme B 1994 r., oH koaupyer
Tpanchopmupytommii pakrop pocra -3 (TGFf3) [144]. Poms nanHoro rena B marorenese AJIITDK He
COBCEM sICHa, OJTHAKO Tpesnoaraercs, uro 7GFf3 MoxeT crmocoOcTBOBaTh (GUOPO3HBIM U3MEHEHUSIM
muokapaa [27]. Takke K HEIECMOCOMHBIM T'€HaM OTHOCSITCS CIEIyIOIIMe: TeH TPaHCMEMOpPaHHOTO
Oenka 43 (TMEM43), xotopbslii conpsbkeH ¢ 0ocoOeHHO BbICOKMM puckoM BCC u, mo-Buaumomy,
y4acTBYeT B 00pa30BaHUU aJUIIOIIUTOB U MOXKET CIIOCOOCTBOBATH (PHOPO3HO-KUPOBOMY 3aMEILICHHIO
[60, 144]; reH, xomupyromuii docdonamban (PLN) — perynaTopHbIii OelIOoK, KOTOPBIA OMpeesseT
cKOpocTh moTpeberns Ca’’ capKOMIA3MATHYECKUM PETHKYIYMOM KapIHOMHOIMTOB; a TAKKE TeHBI
necmuHa (DES), Tutuna (TTN) u 6enka, obecniedunBaroniero o0pa3oBaHue JeCMHUH-IUCTPOPHUHOBOTO
komruiekca (LDB3 wiu ZASP), myTanusi B IocleAHNX TPEX accormupoBana He Tonbko ¢ AJIIDK, Ho
U ¢ nunatanuoHHou kapauomuomnaruen (JAKMII) [126, 191]. OTHOCUTENEHO HEAABHO CIHCOK T€HOB,
KOTOpble MOTYT ObITh OTBeTCTBeHHBI 3a paszButue AJIIDK, momomnumncs N-xaarepunom [138],
BXOJISIIIUM B COCTaB BCTABOUHBIX TMCKOB KapAMOMHUOLUTOB,  GpuiaaMuHOM-C (aKTHH-CBSA3BIBAIOIINI
0€eJoK, MPUCYTCTBYIOIIMK B LIUTOCKENETE), MyTallud B KOTOPOM acCOLMUPOBAHBI C IMOBBIIIEHHBIM

puckom BCC, pucynok 2 [199].
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PucyHnok 2. O6;1acTh BCTABOYHOI0 JHCKA KAPAMOMHUOIUTOB

(nosicHenusi B Tekcre) [199]

Hecmotpst Ha 3HaumTenbHbI mporpecc B cdepe mzyuenus renetuxku AJIIDK, ocraercs psan
HepelIeHHbIX BOoNpocoB. C OHOM CTOPOHBI, MYTAIIAIO YIAAeTCs BBEISIBUTEL Ooiee ueM y 60% MalueHToB
[99], onmnako ecTb HCCIENOBaHUS, KOTOpbIE JIEMOHCTPUPYIOT, uTO Juiib 30% ManueHToB ¢
BepU(DUIIMPOBAHHON JECMOCOMHOM MyTalMel yJIOBIETBOPSIOT MOAUMDUIIMPOBAHHBIM KPUTEPHUSIM
muarHoctukd AJITDK 2010 . [198]. DT0O cBsizaHO € TE€M, YTO SKCIPECCUBHOCTh M TIEHETPAHTHOCTH
OYeHb BapuabOeNbHBI, TaKe €CIIU PeUb UAET O KOHKPETHON MYyTaIliH, BBISIBJICHHON Y Pa3INYHbIX YICHOB
onHOM cembH. KpoMe Toro, mo Bcell BHIMMOCTH, 3HAYUTEIBHYIO POJIb B (DOPMUpPOBaHMH (HEHOTHTIA
WTPAIOT pa3iu4Hble (aKTOPbI, TaKWe KaK TIOJN, BO3PACT, (U3MUYEcKas Harpys3Ka, COMYTCTBYIOIIUE
UH(]EKIMOHHBIE 3200JIeBaHMsI, TOPMOHAIILHBINA (JOH, SMOILMOHANBHBIH cTpecc [7, 182].

Onucano Heckosbko ciydaeB AJIIDK y MOHO- M IU3HTOTHBIX OJM3HEIOB: y OJHOTO W3
MOHO3HWTOTHBIX OJIM3HEIIOB OTMEYallach pa3BepHyTas kinHudeckas kaptuHa AJIIDK, B To Bpems
KaKk y BTOporo 3abojieBaHHE TMPOTEKAI0 COBEPIICHHO OECCUMIITOMHO;, HAMpOTUB, y 000HX
JU3ATOTHBIX OJM3HEIOB OTMEUAIHNCHh KIMHHYECKHE MPOsiBICHHUS [38]. DTO TOBOPUT O TOM, UTO
BAXXEH HE CTOJIbKO CaM TEHOTHII, CKOJIbKO €ro peajau3alus B KOHKPETHOM OpraHu3Me Ipu

B3aUMOJICHCTBUU ¢ (h)aKTOpaMU BHEIITHEH CPEIbI.
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Ponp reHeTudeckoil AMArHOCTUKM BEJIMKA B COMHUTEIBHBIX JTUAarHOCTHYECKUX CIIydasX.
Tak, 3a4acTyt0o UMEHHO OJIarojaps MOJIOXKUTENbHBIM pesyibTaTtam JIHK-1uarHocTUKU marueHThI
NEPEeXoaT M3 KaTEeropuM «BO3MOXKHOTO» WM «BEPOSTHOTO» JHMarHo3a B KaTErOpPHUIO
«JIOCTOBEPHOTO» JMAarHo3a, 4YTO BIMSIET HA JaIbHEHWIIYI0 TAKTUKy BeJCHHsS OOJBHOTO, B
O0COOCHHOCTH Ha MEPOIPHUATHS, HarnpaBieHHbIe Ha mpodmiaktuky BCC. EcTh gaHHEBIC, 4TO paHHEE
u Oosiee 3HAUMMOE BOBJeUeHHE B martosiormueckuii mporecc JOK ¢ passutuem XCH BbIsiBIsieTcs
JIOCTOBEPHO dYalle Yy TMalWeHTOB, y KOTOPHIX ObUIM OOHApyXEeHbl MATOTCHHbIE MYTalllH
[26, 179, 181]. Takxke omucaHo, 4TO y oOlafaTeneil MyTallud B T€HE JECMOIUIAKMHA JOCTOBEPHO
qamre pasBuBaercs cucroimumueckas muchynkmus JDK (40%) m XCH (13%), Hexenn dem y
MaIMeHTOB ¢ MyTaIluel B TeHe miakodwmmaa [25, 151, 179].

Jlnst manyeHToB ¢ MyTanued B rere (ocdoraambana xapakTepHo Oolsiee MO3/HEE Pa3BUTHE
KIMHUYECKUX TPOSBICHUI, OJHAKO MeHee OJaronmpuUATHBIM OTHaJeHHBIH MPOTHO3 C OOJbIIeH
yactotor passutus auchynkuuu JOK u XCH. Cuuraercs, uro puck BoBieuenus JK u pazButus
XCH 3aBHCHUT OT TOTO, B KAKOM T'€HE JIOKaJIU30BaHa MyTanus. HampoTtus, oTMeHaroTcs 0OJMHAKOBO
BBICOKMU PHUCK Pa3BUTHS KU3HEYTPOXKAIOUIUX HAPYIICHUH pPUTMa M OJWHAKOBBIC MOKa3aTEJIH
BBDKMBAEMOCTH Y HOCUTEJCH OJWHOYHBIX MYTallMid, HE3aBUCUMO OT MyTaHTHOro reHa. Hammume
Oojee 4eM OJHOW MYTalliU ACCOIMHUPOBAHO C TSDKEIBIM KIMHUYECKUM TEUCHHEM. XapaKTepHBI
Oojyiee paHHee Hayall0 KJIMHUYECKUX IMPOSBICHUN M TMOSBICHHE CTOMKUX HApyIICHUH pPHUTMA,
OombIas BeposATHOCTD mosiBneHus ycronunBoi XKT/DXK, a Takke NITUKpaTHOE YBETUYCHHE PUCKA
pasButusa quchynkuuu JOK u cepiedHol HEAOCTATOYHOCTH, YEM y TEX, KTO SBIISETCS HOCHUTEIEM
oaHoOU myTanuu [29].

Beutn 0OHapyXeHBI U ApyTrue reHo-(heHOTHITHYECKHE KOPPETSAIUH, OJJHAKO UX KIIMHUYECKOEe
3HAQYCHHE /O KOHIIA HE HM3y4eHO M B ITOM oOmacTu TpeOyeTcs MPOBEACHHE JATbHEUIINX

HUCCJIEIOBAHUH.

1.3.3. Ilato¢pusunonorus AAIK

brnaronmaps nmoctmxeHussMm B wuccrnegoBanun reHeTukn AJ[IDK OonbmnHCTBO aBTOPOB
paccMaTpuBaeT 3Ty HO30JOTHIO KaK «0oJie3Hb jecmocom» [42, 130, 148, 166].

[Tockonpky AJIIDK — renermueckoe 3aboneBanue u myrtamus umeercs B JIHK kaxmoro
KapIMOMHOLITA, BO3HUKAET 3aKOHOMEPHBIN BOMPOC: MOYEMY B IPOLIECC BOBJICUEH MTPEUMYILIECTBEHHO
IDK? BeneacTBue MUJUIMOHOB CEPACUHBIX COKPALIEHWM MPOMCXOIUT IOCTENEHHOE HapyLIEHHE
MEKKJIETOYHBIX KOHTAKTOB, YTO, B CBOIO OYepeilb, IPUBOIUT K PA300IICHUIO KapJIUOMHOIIUTOB B
00oux xenmyaoukax, HO cTreHka [[DK n3HavanbHO 3HaUMTEIHLHO TOHBIIE, YeM cTeHka JDK, u mosromy

0oJiee UyBCTBHUTENIbHA K pa3pblBaM MEXKIETOUHBIX cBs3el [130]. B obmacTu BBIHOCSIIETO TPaKTa,
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Bepxymku IDK u B monkmananHom mnpoctpaHctBe TK, rne crenka IDK nanbonee ToHka u
UCTIBITHIBACT 3HAYUTEIIbHYIO T€MOIMHAMUYECKYIO Meperpy3Ky, MUOKapA OO0JIblIe BCETO MOABEPKEH
ONMCAaHHBIM H3MEHEHHSAM, YTO U SBISIETCd IPUYMHOM CYIIECTBOBAHMS TaK Ha3bIBAEMOIO
«TpeyroapHuka nucrazun» [10]. Uto kacaercs BoBiedeHus B matojorudeckuil npouecc JIK, o,
OMHMMO TaTOJOTMHM JECMOCOM, pacCMaTpUBAETCS €Ill€ HECKOJbKO BO3MOXKHBIX MEXaHHU3MOB: ATO
HaJIN4YME COIyTCTBYIOIIETO0 MHUOKApJHTa, 32 CUET YEro yCcKopsieTrcs npouecc GpuOpo3HO-KUPOBOIO
samemenus JDK, a taxke cpasinenune JDK 3HaumtensHo yBenmmueHHbiM IDK, B pesynbrate yero
npoucxoaut camxkenne OB JIK [86].

WutencuBHbIe Prsnveckue Harpy3KkH (B 0COOEHHOCTH, a3pOOHBIE, TaKHe Kak Oer, BEJIOCIopT,
TOPHOJIBDKHBIN cropT) criocodcTByroT yBenmmueHH0 YCC W yCUIICHHBIM COKpAIIEHUSM MHOKap/Ia,
YTO BeleT K HapyIICHUIO MEXKJIETOUHBIX KOHTAKTOB B Oojiee paHHeM Bozpacte [55, 130]. Kpome
toro, JOK u IDK no-pazHomMy pearupyroT Ha JUIMTENbHYIO HHTEHCUBHYIO (PU3UUECKYIO HArpy3Ky: Tak,
nosnocts JOK ymensiaercs 3a cuer runeprpoduu, B To Bpems kak nosnocts [DK yBennuuBaercs 3a
CYET MOBHIIICHHOTO BEHO3HOTO BO3Bpata [75]. bbut mpoaeMoHcTpupoBaH HeOIaronpusTHeIN 3G eKT
PETYJSIPHBIX (PM3MYECKUX HArpy30K Ha CTENeHb KJIMHUYECKUX MposiBieHuil: y nauuentos ¢ AIDK,
KOTOpBIE PETYJISPHO 3aHHUMAIUCH CIIOPTOM, CUMIITOMBI 3a00JI€BaHMS MOSIBUIMCH B 00Jiee MOJIOJOM
BO3pAacTe, TAK)KE B 3TOM IPyIIe JOCTOBEPHO Hallle HaOI0JaIuCh CUHKOMNaNbHble cocTosHus u BCC,
HEKENIM Yy TAalUeHTOB 0e3 perysipHbIX (U3MYeCKMX Harpy3ok. [lo JaHHBIM pa3aMyHBIX
uccnenonateneil, donee ueM y 60% mnamuentoB ¢ AJIIDK BCC nacTynmaer HemocpeAacTBEHHO BO
BpeMs WK Cpasy mnociie GU3nIecKux Harpys3ok [66, 74, 118, 194].

Otu PaxThl 0OTYACTU OOBSICHSIOT PA3IMUHYI0 SKCIIPECCUI0 MyTAaHTHOT'O Ir'eHa JaKe Y YJICHOB
OJTHOW CEMbH C OJMHAKOBOW BEPHU(PHIIMPOBAHHON MyTaIlUei, a TaKkKe 3HAYUTeIbHOe peoliagaHmue
B CTPYKType 3a00JIeBa€MOCTH MY>KYMH (MY>KUYHWHBI OOJIBIIIE 3aHMUMAIOTCS CIIOPTOM), HECMOTpPST Ha
TO, 4ro TN HacienoBanus AJIIDK mpemmyinecTBEHHO ayTOCOMHO-JOMHHAHTHBIM M OKHUIAEMOE
COOTHOIIEHUE MYKYMH U IKEHIIUH JOKHO Obuto Obl ObiTh 1:1 [130, 179]. Mexanusm
HETIOCPEICTBEHHO (UOpO- M JHMIoreHe3a B Muokapnae narueHToB ¢ AJIITK mo xoHma He siCeH.
CornacHo MoclIeAHUM JaHHBIM, HApYIIEHUs B CTPYKTYpE IUIAKOTTIO0MHA U IECMOIUIAKWHA BEIyT HE
TOJIBKO K HapyLIEHHIO CTPYKTYpPbI I€CMOCOM, HO M K omMOKaM B TpaHCMEMOpaHHOW mepenade
CHUTHAJIOB B KapauoMuoumurtax mo mytsM Wnt u Hippo, 9To NpuUBOIUT K H3OBITOYHOMY
o0pa3oBaHui0 (PUOPO3HOM TKAHU M MPEBPALCHUIO MPOT€HUTOPHBIX KJIETOK B aJUIOLUTBHI BMECTO
3penbIX KpaauoMuoruToB [94, 125].

I'pannna yyactkoB (pUOPO3HO-)KUPOBOM TKAaHU U coXpaHHOro muokapna B IDK ¢opmupyror
cyOcTpaT, CO3JaloUIMii 3JIEKTPO(U3NOIOTHIECKUE YCIOBUS JJsl pa3BUTHS re-entry, Jexamiei B
OCHOBE 3JI0Ka4eCTBEHHBIX apuTMmuii [148]. CienyeT oTMETHTh, YTO IECMOCOMBI O0ECIIEUMBAIOT HE

TOJBKO IINIOTHBIC MCEKKIECTOYHBIC KOHTAKTHI, HCO6XO,Z[I/IMBIC A1 HOPMAJIBHOI'O COKpAaIllCHUA
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MHOKapJia, HO M YYacTBYIOT B TMPOIECCE MPOBEICHUS AICKTPUUECKOTO HMITYJIbCA IMOCPEICTBOM
B3aumoeicTBus ¢ Nayl.5 — anbda-cyOreauHuIeii HaTpueBbIX KaHaioB [166]. B pe3ynprare npu
YMEHBIIICHUN KOJIMYECTBA JAECMOCOM CHMKACTCSI HHTEHCUBHOCTh HATPUEBOTO TOKA U 3aMEJISIETCS
MPOBEJICHUE AIEKTPUIECKOTO UMITYIIBCA, YTO, B CBOIO OYEPE/b, TAKXKE YCYTyOIISIeT dJEKTPHUECKYIO

HEOJHOPOJIHOCTh MUOKAp/a M BEACT K HapylieHusiM putma [173].

1.4. Knuanuyeckue nposijaenns AJITIK

Kimnnnueckue npusnaku AJIIDK B 80% ciyuaes nosiBisitorcst B Bo3pacte 10 40 ser [95].
Cumtaercs, 4To HaubOojee TUIUYHBIN BO3pacT NAalMeHTa Ha MOMEHT Jjelrora 3a0ojieBaHUs
cocraBisger oT 30 mo 50 ner, a MaHudecranus cuMOTOMOB paHee 12 ser u no3xe 60 sBiseTcs
KpaitHe peakon [71].

Hepenko mepBeIM M €JMHCTBEHHBIM HposiBieHHMEM 3aboseBanus siBisercss BCC, xotopas
pasBuBaeTcs BcneacTBue Tpancopmarmu yctorunBoit KT B XK ¢ mocnemyromeii 0cTaHOBKOMA
cepama [170]. o 6% cinygaes AJIIDK moryT nporekats abcomoTHo 6eccumnTomMHo [147]. B cBsi3u
C 3TUM OCOOCHHO Ba)KHOU 3a7aueil SABISETCS CBOCBPEMEHHOE BBISBICHHE 3a00JIeBaHMS HA paHHHUX
CTaAUsX Y WICHOB CEMEW MalMeHToB, BHe3anHo ymepmux ot AAIDK [165].

Haubonee vacteimu knuHudeckumu nposisaeHusmMu AJ[IDK sBisrorcs mepebou B padbore
cepaua (MX UCTBITHIBAIOT 6osee 67% OonbHBIX, [147]). Y 3TUX MallMEHTOB PETUCTPUPYETCS YacTas
KEITyA0YKOBasi AKCTPACUCTONHUSA, SMU30bI HeycToiunBoi mnu yctorunBoil KT ¢ mopdomnorueit
Osiokanbl JieBoM HOXKM myuyka [mca [147]. Y Tperw NanueHTOB OTMEYAIOTCS CHUHKOMAIbHBIC
COCTOSIHUSI, KOTOpbIE sBIIAIOTCS ciaeactsueM ycroiumBod JKT. Kak mpaBuio, snu3onsl mnorepu
CO3HAHUS CBS3aHbl C (U3NYECKMMU Harpy3kaMHM W BO3HHMKAIOT BO BpeMsl MJIM cpa3y Iociie HHX
[166]. Kpome Toro, mHa DKI' moxxHO BwIsIBUTH ToyiHYIO (15%) mnu Henomuyio (18%) OGnokamy
npaBoil HOxkkM myuka ['mca (ITHIII') (4yBCTBUTENBbHBIN, XOTS M HE CHEHU(PHUUHBIA MPHU3HAK),
3ncuIoH-BoJHY (110 30%), sBHstolytocs BhIcokocnenuduunbM npuzHakoM st AJIIDK, a taxxke
MHBepcHIo 3yOua 7' B mpaBbIX IPYAHBIX OTBEACHUAX B oTcyTcTBHE Oiokansl [THIIT [80, 131].

OOHapy:xeHue uHBepcun 3yOua 7' B JIEBBIX IPYAHBIX OTBEACHUSAX, KaK MPABUIIO, TOBOPUT O
BOBJIcueHMU B marojorudeckuii mporecc JDK [80]. Cnemyer oTMETUTh, 4YTO HEPEAKO Y
TPEHUPOBaHHBIX crOpTcMeHOB n3MeHeHus Ha OKI' moryt orcyrcrBoBath BoBce [95]. Ilpu OKI
BBICOKOI'O paspemieHus y nanueHToB ¢ AJIIDK ¢ xenynoukoBol TaxukapAUEH 4acTOTa BBIABICHUS
no3aHux noteHuuanoB xernyaoukoB (ITIDK) moxer mocturate 50-80%. Yacrora obHapykeHUs
[IDK HampsiMyio 3aBUCHT OT CTENEHH BBIpaXXEHHOCTH (UOpo3HO-KupoBoro 3amenienus DK u

creneHu cHkenus ero ®B [201].
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Oxoy0 dYeTBepTH MAIMEHTOB OECIOKOsAT 0oiM B 00JacTH cepAma, HE CBSA3aHHBIE C
busndeckumu Harpyskamu [147]. Ilpupona 3tux OoJyield HE COBCEM siCHA, OJHAKO, BO3MOXKHO, Y
psla TMalMeHTOB CBs3aHa ¢ mponudeparueit t.medii KOpOHApHBIX apTepuid, BIJIOTH IO MOYTH
MOJTHOM OKKJIIO3MM JAMCTAIBHBIX OTAEJIOB COCYA0B. DTO OOBACHSAET TOT (PAKT, YTO y HEKOTOPBIX
NAIUEHTOB ATH 00JIM KyIUPYIOTCS IPUEMOM HUTpOIIMLepuHa [79].

[Ipu3Haku cepaeyHON HEAOCTATOYHOCTH (MPaBOXKETYIOYKOBONW WM OUBEHTPUKYIISIPHON)
MMEIOTCSI, IO pa3HbIM JaHHbIM, ¥ 7-49% mnanuentoB [32, 71, 97, 108, 114, 132], npudyem camblii
Bbicokuid miporieHT XCH Obu1 mosrydeH Ha OoJbIIONM BBIOOpPKE, KOTOpas HacuuThiBaga 289
nanreHToB [97]. Cuuraercs, 4TO MPABOXKETYJA0YKOBAs CEpACUHAsl HEJOCTATOYHOCTh Pa3BUBACTCA
yepe3 4-8 ser mocne mosiBneHUs monHoi Omokaawl [THIID [159]. Tlo cTatucTUYeCKUM JaHHBIM,
HanOonee yacto npuszHaku XCH nposiBistoress y nui B Bo3pacte mexay 40 u 50 rogamu, Xots
BO3MOXKHO W Topazjio 6osee panHee Haudano [159]. OTmeuaercs, 4TO y MAlUEHTOB C T€HETHUYECKU
BepudunupoBannoit AJ/IIDK XCH Bcrpeuaercs JOCTOBEPHO Hallle, TakXkKe Ui HUX XapaKTepHbI
paHHee TOSBICHUE CUMIITOMOB CEPACYHON HEOCTATOYHOCTH M ee Oosee Tshkenoe Tedenue [179].
OC0oOEHHOCTBIO TPABOXKEIYJOUKOBOM cepaeuHo HepoctarouHoctu mnpu AJIIDK  sBusercs
OTCYTCTBHE JIETOUHOM TUNepTeH3UH [95].

Bogneuenue B natonoruueckuii npouecc JOK ormeuaercs 6oee yem B 60% ciryuaeB U, Kak
IIPAaBWJIO, CBSA3aHO C JBYMs NPUYMHAMM: PACIPOCTPAHEHHEM IATOJIOIMYECKOIro Ipolecca Ha
muokapn JDK wu mnpucoenunenmem wMuokapaurta. Yacrora BoBieueHuss B mporecc JDK
YBEJIMYUBAETCS C BO3PACTOM M MOYKET 3HAYUTENIbHO YTSKEIUTh TeueHue 3aboneBanus [63]. Ectb
MHeHHe, yTo BoBieueHue B mnpouecc JDK sBigercs oOs3arenpHOM cTaauel B €CTECTBEHHOM
teuennn AJIIDK, mosToMy rpaMoTHEe MCNOJIb30BaTh TEPMUH «APUTMOTCHHAs KapJIAUOMHUOIATHUSY.
Tem He MCHeEe, Ha CETOMHSIIHUN IeHb B KIMHUYCCKOW MPAKTHKE HanOoJee MUPOKO HCITOJIb3YeTCs
TEPMUH «apPUTMOTCHHAS AUCIUIA3HsI/Kap AMOMHOIIATHS TIPABOTO XKeryaoukay [170].

B ecrectBennom Teuennn AJIIDK npunsaTo BeiaensTh crnenytromnue 4 ¢aszer [179]:

1. Hauanvuas (ckpvimas) ¢haza: CTpyKTypHBIE U3MEHEHUSI OTCYTCTBYIOT WJIM MUHHUMAJIbHBI,
OJIHAKO MAIMEHT YK€ uMeeT noBbimeHHbId pruck BCC.

2. ®aza A6HbIX INEKMPULECKUX HAPYUIEeHUU: KeTTyJOUKOBbIE HapyILIeHUs] pUTMa ¢ MOp(hoJIoruei
omokansl JIITHI. Ha »5Tolf cTaguum BO3MOXKHO BH3YaJH3UpPOBAaTh CTPYKTYPHBIE W3MEHEHUS,
JoKanu3yomuecs uckimountenbHo B [DK u, yaie Bcero, HOCSIIME 0YaroBbli XapakTep.

3. Uzonuposannas npasodicety0oukosas HedocmamouHocmsy: otMedaercs cHikeHne OB TTK.
Kpome Toro, BO3M0OKHO Ha4ajio BOBJICUECHHS B Matojorndeckuil npouecc JIK, oqHako nu3MeHeHus
HOCSIT JIOKQJTbHBIN XapakTep U cucrommueckas ¢pynkmus JIK coxpanna.

4. Busenmpuxynapras cepoeynas HedoCmamoyHOCMy: TIPOUCXOIUT AalbHENIIee BOBICUCHNE B
npouecc JDK ¢ mporpeccupyromuMm cHuxkeHnem ero OB u kIuMHHKOW OWBEHTPHUKYISIPHOU

cepnequﬁ HEOOCTAaTOYHOCTH.
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JlaHHble KIWHUYECKHE (a3bl JOBOJIBHO YETKO COOTHOCSTCS C TIEPBOW KIIMHUYCCKOM
kinaccupukanueit G. Fontaine [82]: (aza SBHBIX AJIEKTPHUECKUX HAPYIICHHA COOTBETCTBYET
apuUTMHUYECKO (hopMe, KOTOpasi MOXKET COYeTaThCs C MPABOXKEIYAOYKOBOM HEZOCTATOUHOCTHIO
Pa3IMYHOM CTENEeHH BBIPAKEHHOCTH (cremytomias (asa), U, HAKOHell, OCIeHss (a3a COOTBETCTBYET
KJIMHUYECKOH (opMe ¢ Mporpeccupymomieil nerpajanueil Muokapaa M pa3BUTHEM TsKeIOH
6useHTpukysipHoit XCH.

Cunraercs, 4TO €CTECTBEHHOE TeueHHE 3a00JeBaHUs INPEACTaBIsIET COOOH J1OBOJBHO
JUINTENIbHBIN MPOLIECC U NP aJCKBATHOM JICYEHUN BPEMEHHOM MPOMEKYTOK OT CKPBITOH (ha3bl 10
pa3BUTHA OUBEHTPUKYJISIPHOM CEpJACYHON HEIOCTATOYHOCTH MOXKET 3aHMMAaTh HECKOJBKO
necsatuiietuit [82]. TeM He MeHee BCTpedaroTCsl KaK MAaIlMEHTbI, Y KOTOPHIX Ha MPOTSLDKEHUU BCEH
KU3HU HAOII0OJAeTCsl MPAKTUYECKH OECCUMIITOMHOE TEUEHHUE, TaK U TE, Y KOTO YK€ B MOJOJOM
BO3pACTe pa3BUBACTCs TsKesas OMBEHTPUKYJSIpHAs cepaedHas HenoctaTodHocTh [181]. Ilo Bcei
BUJMMOCTH, 3TO 00YCIIOBJIEHO 3HAYUTEIBHOM BapraOeIbHOCTHIO IEHETPAHTHOCTH MYTaHTHOTO T'eHa
U COBOKYMHOCTBbIO (DaKTOPOB BHEIIHEW cpenbl, B YaCTHOCTH HaJUYMEM WIH OTCYTCTBHEM
COITyTCTBYIOILIEro MUOKapauTa. [loaToMy, Ha Haml B3I, 1eeco00pa3HO BbIIEIECHUE HE TOJIBKO
pa3nuuHbIX (a3 TeueHHs 3a00JIE€BaHUS, HO OTHEIbHBIX KIMHUYECKUX (OPM, YUHUTHIBAIOIINX

WHIUBUyanbHbIe ocoOenHocTr paszutus AJIIDK y manuenra.

1.5. Inarnoctuka AJIITK

Hwuarno3 AJIIDK Bcerna cioxkeH, MOCKOJIBKY Ha CETOMHSAIIHUMN JIEHb HE CYLIECTBYET TaKOIO
JIMAarHOCTUYECKOTO METOJ1a, KOTOPBIN Obl CO CTOMPOLIEHTHOW TOYHOCTBIO MO3BOJIMII MOATBEPAUTH WU
OTIPOBEPTHYTH ATOT JUArHO3. AOCONIOTHBIMHU HE SIBIISIIOTCS HU JanHbie DMb, Hu pesynbsratel JJHK-
muarHoctukd. OMb npu muarHoctrke AJIIDK ob6namaer Bhicokoit crmeruduuHOCThO (92%) mpu
JOBOJIHO HM3KOW 4YyBCTBUTENbHOCTH (67%), Tak kak u3MeHeHus B [DK cmepBa BO3HUKArOT
CyOdIUKapAUaIbHO U JIHUIIE TTOTOM PACHPOCTPAHSIIOTCS MO HAPABICHUIO K SHIOKAPIY, a TAKKE MOTYT
HOCHUTH JIOKQJILHBIA XapaKTep W HE TOMNacTh B OuonTtaTt BoBce [24] (pucyHOK 3). AHaJIOTHYHO OOCTOUT
cutyarusi u ¢ JIHK-muarnoctukoit, oTprmaTeNIbHbIiA pe3ysIbTaT KOTOPO He 001a1aeT NCKITFOYAIOIIEH
CWJIOH, XOT4 B TeueHue nocienHux 10 et 6pu10 0OHapyYKEHO MHOTO HOBBIX T'€HOB, OTBETCTBEHHBIX 32
passutue AJIIDK, u myTtarmu ynaercs oOHapyxuth Oosee yem y 60% marmientos ¢ AJIITK [99].

JIns TOYHOM JUArHOCTHKH OSTOro 3a0oJieBaHUS HEOOXOJMM KOMIUICKCHBIM IOJXOI,
BKJIIOYAIOIIUI B ce0sl OLIGHKY pe3yJbTaTOB pPa3sHOOOPa3HBIX METOMOB HcciefoBaHuil. IlepBbie
kputrepun guarHoctuku AJIIDK Obutn mpemtoxensl B 1994 1. M OCHOBaHBI Ha CTPYKTYPHBIX,
TUCTOJOTHYECKHX, AJIEKTPOKApIAUOTrpadUuecKiX, apUTMUYECKUX M HACIIEACTBEHHBIX YepTaxX STOTO
3a0oneBanus [140]. OTKIOHEHUS OT HOPMBI ObUIM Pa3/ieleHbl Ha OOJbIIME M Majble KPUTEPUU

corjacHo creruuaHoCcTH ux cBs3u ¢ AJITDK.



Pucynok 3. PacnpocTpanenue y4acTkoB (puOpO3HO-KHPOBOT0 3aMeLeHI s
B HaNIpaBJICHUH OT 3nuKkapaa k suaokapay 11K (o0BeaeHbl y4acTKH ¢ TPAaHCMYPAIbHBIM

pacnpocTtpaHeHueM (uOPO3HO-KMPOBOro 3aMemnieHust) [77]

Tak, nanpumep, mHBepcHus 3yOua 7 B MpaBBIX TPYIHBIX OTBEACHHAX ObLIa OTHECEHA K
MaJIbIM KPUTEPUSM H3-32 YaCTOH BCTPEYAEMOCTH INPH JAPYTHX COCTOSHHSAX, BKIIOYAIOUINX B CeOs
runeprpoduro JOK u umemuto ero nepenneit creHku. Aputmun, ucxonamue u3 [DK, Baxuenmmii
npuszHak AJIIDK, Taxke ObUIM OTHECEHBI K MAJIbIM KPUTEPUSAM H3-3a BCTPEUAEMOCTH MPHU JAPYTHX
3a00J1€BaHUAX, B OCOOCHHOCTU IPHU HMJIMONATHYECKOM TaxuKapAuu M3 BbIHOCsIero tpakra DK
[140]. Kputepum 1994 r. OblIu CKOHIIEHTPHPOBAHBI HA IPABOXKEITYTOYKOBBIX MPOSBICHHUIX W
OTOBAPHUBAIOT OTCYTCTBHE WJIM JIMIIb HeOoibmoe BoieueHne JDK B CBsI3M ¢ HEOOXOAWMOCTBIO
UCKITIOYNTh Takue 3abosieBanus, kak MBC wmmu JAKMII. B pesynbsrare xpurepuu 1994 r. Opumm
BBICOKOCTICITU(DUYHBI, OJHAKO MM HEJOCTaBAJIO YYBCTBUTEIBHOCTH IJIsi IUArHOCTUKU PAHHHUX U
ceMeiHbIX Gopm 3aboneBanus [129].

Takum oOpazoM, BakKHOM 3ajadeil OBLIO yCOBEPIIEHCTBOBATh WMEIOIIHUECS KPUTEPUHU C
LEJIBIO MOBBIIIEHUS] UX YYBCTBUTEIBLHOCTH, HO 6€3 notepu cneuuduunoctu [70]. Crycrs 15 ner Ha
ocHoBe HakoruieHHbIX 00 AJIIDK 3Hanuil U pe3ynbTaTOB MPUMEHEHHs HOBBIX JUArHOCTUYECKHX
MeTOo0B OblTH pa3paboransl Moandunupoannsie kpurepun auarnoctuku AJIIDK 2010 r. [129].
BaxHelmuM oTIMYMEeM CTajlo TO, YTO OHHM BKIIOYAIOT KOJMYECTBEHHbIE IapaMeTphl, B
0COOEHHOCTH Ul METO/IOB BU3yalnMu3aluu. B HUX coXpaHEeH MOAXO0J K pa3/efeHHIO CTPYKTYPHBIX,
THCTOJIOTUYECKUX, 3JIEKTPOKAPAUOTpAPUUECKIX, APUTMHUYECKHUX W TEHETHYECKUX MPU3HAKOB
3a0oneBaHus Ha Oosbmive W Manble kputepud. Eme ogauM orminmumem MoauduunpoBaHHBIX
KPUTEPHUEB CTajla IEpeolleHKa 3HaYMMOCTH oOHapyxeHus xupa B IDK mpu rucronornueckom
UCCIICIOBAHUM: €ro Hajguyue nepectaso ObITh oOs3arensHbM  npuszHakom AJIIDK. Beiio
IPOIEMOHCTPUPOBAHO, YTO HOBBIE KPUTEPUH OTIIMYAIOTCA 00Jiee BHICOKOM UyBCTBHTEIBHOCTHIO 0€3
MOTEPH TUAarHOCTHIeCcKol creruduanoctu [70, 129].

B cootBerctBun ¢ MonudunuposanueiMu kputepusmu 2010 r. (TFC-2010, TabGauna 2)
BO3MOKHBI CJICAYIONIUE TPaallii OTHOCUTENbHO BepoaTHocTH auarHo3a A/IIDK y nanuenra:

® OJocmogepHblli Ouazno3: 2 00ABIIUX KpUTepus win 1 Oonbuioi + 2 MajbIX KpUTEpHs

(M3 pa3IUYHBIX KATETOpUid), WU 4 MabIX (U3 Pa3IMYHBIX KaTErOPHii);
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o geposmHulll Ouacro3: 1 Oonpiioil kputepuid + 1 Manblid, Wi 3 ManbIX KpUTepus

(M3 pa3MUYHBIX KAaTeTOpUid);

®  BO3MOJMCHBIN OuacHo3: 1 OOJNBILION KPUTEPUH, WM 2 MalbIX KpUTepus (U3 pazIHUHBIX

KaTeropHii).

Taoauma 2

Kpurepuu nuarnoctuxku AJAIIK (nepecmotp 2010 r.) [129]

Boabmue kpurepun

MaJible KpuTEpUHU

I. T'no6ansuas/
peruoHagbHas
TUChHYHKITAS
U CTPYKTYPHBIC
A3MEHEHUS

npu IxoKI':

1) pernoHanbHas akuHe3Ws, AUCKUHE3US
WJIM aHEBPHU3Ma IIPABOTO KETyT09Ka

2) u opuH WK O6osee MpU3HaK (KOHEI]
JIAACTOJIBI):

» [DK (mmuHHAS OCh) > 32 MM

(uHIeKC > 19 MM/M?)

» [IX (kopoTkast ock) > 36 MM

(uHOEKC > 21 MM/M2)

" yiu peruoHabHbIe Hapymenus < 33%
npu MPT:

1) pernoHanbHas akWHE3Us WIN
JUCKUHE3US, MJTH TUCCUHXPOHUS
COKpAIIeHHS MTPABOTO JKeIyT09Ka

2) u ouH WK OoJIee MPHU3HAK:

" OTHOIIIEHUE KOHEYHOTO
nmuactomnueckoro oosema (K10) ITK k
oBepxHOCTH Terma > 110 /M (y
MyxuanH) 1 > 100 Mi/M (y KEHIITHH)

= unu OB npasoro xemynouka < 40%
NP BeHTPHUKYJIOTpaduu MpaBoro
JKeJTy/I0UKA:

peruoHabHAS aKUHE3US, TUCKUHE3US
WM aHEBPHU3Ma [IPABOT0 XKEIyI0UKa

npu IxoKI:

1) pernoHanbHas akWHE3Us WIN
TUCKUHE3MS PaBOTO KEITyA09Ka

2) u oguH WiH OoJiee MpU3HaK (KOHEI]
JTUACTOJIBI):

» [IX (mymuaHas ock) 29-31 MM (MHACKC
16-18 mm/m?)

= XX (kopoTkas och) 32-35 MM (MHIEKC
18-20 mm/m?)

® i1y peruoHabHbIe HapymeHus 34—40%
npu MPT:

1) pernoHanbHast akKWHE3US WIH
JUCKUHE3US, UITH TUCCUHX POHUS
COKpAIIICHHUS TIPAaBOT0 JKEITYJ0YKa

2) u oguH unu 60Jee MpU3HAK:

= orHomeHue KJ1O IDK x moBepxHOCTH
tera 100-109 mr/m” (y MyKauH)

¥ 90-99 Mi/M” (y HKEHIIHH)

= 1y OB npasoro xemynouxa 41-45%

II. I'mctomorus

COXpaHHbIe MUOLIUTHI < 60%

npu MOp(HoOMETPHIECKOM aHAITN3E

(mmu < 50% Tpu TOYHOI OIeHKE)

¢ GuOPO3HBIM 3aMeIICHUEM MHOKapIa
CBOOOJIHOM CTEHKHM MPaBOTO KETYJ0UKa
B > | y4acTke, ¢ )KUPOBBIM 3aMEIICHHUEM
TKaHU (TMPU 3HIOMHUOKAPIUATbHOM
Oumoricun) wiw 60e3 Hero

COXpaHHbIe MUOLIUTBI 60—75%

ipu MopdomerpraeckoM aHaimse (50-65%
TIpH TOYHOM OIIeHKe) ¢ PHOPO3HBIM
3aMeIleHeM MHOKapa CBOOOJHOM
CTEHKH IIPaBOT'o JKeJIy10uKa B > 1 yuacTke,
C JKUPOBBIM 3aMEIICHUEM TKaHH

(Ipu 3HAOMHOKAPIUATBHON OGHOIICHH)

i 0e3 Hero

III. Hapymenus
penospru3anun

uHBepcus 3yonoB T B MpaBbIX TPYAHBIX
otBeneHusX (V1—V3) nnm nanenie y muig
crapuie 14 net (B OTCYTCTBHE MOIHON
OytokabI MpaBoi HOXKKY myuka ['mca

¢ mmpuHOi QRS >120 Mmc)

» pHBepcus 3youoB T B oTBeneHusx Vi—V,
y qu1] ctapiue 14 net (B oTcyTcTBHE
MOJTHOM OJIOKA/BI MPABOY HOXKKH ITydKa
l'uca) umm B V4—Vs unu B Vs

» pHBepcus 3youoB T B otBeaeHusx V-V,
y JidIl cTapiie 14 et npy HaTU4uK OJTHOM
OJIOKaTBI TIPABOM HOXKKH ITyuKa [ mca
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OxoH4YaHHe TA0IUIBI 2

BoJubmue kpurepun Mauble KpuTEepuu
IV. Hapymenuns |3mcunoH-BoiHa (BOCTIPOU3BOUMBIN 1) mo3/1HME OTEHIMATIBI JKETy I0YKOB
JEToNsApHU3aluy/ | HU3KOAMIUIUTYIHBIA CUTHAT MEXIY (mo 1-3 mapameTpam) Ha CUTHaJ-ycpel-
IIPOBEICHUS okoHuaHueM komiuiekca QRS u Hauanom |HenHoi DKI' B oTCyTCTBHE pacminpeHus
3y6ua T) B npaBeIX rpyaHbIX oTBeAeHUAX |QRS >110 mc Ha crangapTHoii DKT:
(V1-V;3 * (GuUIBTPOBAHHAS JUTUTEIBHOCTD
QRS > 114 mc

" POJOKUTEIBHOCTh KOHEYHOM YacTH
QRS (anuTenbHOCTh HU3KOAMILTUTY AHOTO
curHaia) > 38 mMc

= RMS BosbTaXK KOHEYHON JaCTH

QRS <20 MB

2) MPOIOIDKATETHFHOCTh KOHCUHOM
aktuBaruu QRS > 55 mc (oT BepmHbI
3yoma S 1o konma QRS, Bkmoyas R’

B otBeneHusx Vy, V, wim V3 npu otcyT-
CTBUH TOJHO OJOKa bl TPABOM HOKKHU
myuka ['uca)

V. Aputmun HEYCTOMUYMBAs WIIN YCTOWUNBAs " HEYCTOWYMBAs WU YCTOMUUBAS KeETy0U-
JKEITyAOUKOBAsT TAXUKAPIMSI KOBas TaXUKap¥s U3 BEIBOJHOIO TPaKTa
¢ Mopdosnorueli 6J0KkaabI IEBOH HOXKKHA | TIPABOTO XKEMyJ04Ka WK ¢ MOphoIoriei
nmydka I'nca u BepxHel 0Cblo OJ10KabI 1eBOIM HOXKKH Tyuka ['mca u
(oTpuLaTeNnbHbIE WM HEOTIPEAETICHHbIE | HM)KHEH OCBIO (TIOJIOKHUTENBHbBIE KOMILIEKCHI
komruiekchl QRS B ots. 11, 111, aVF QRS B ots. I, III, aVF u oTpumiareianpHbie
1 TIOJIO)KUTETTHHBIC B OTB. aVL) B OTB. aVL) M HEN3BECTHOM OCHIO

= Gosee 500 >kemyAOYKOBBIX SIKCTPACUCTOI
(°K9C) B cyTKH (XOATEPOBCKOE

MOHHUTOPHPOBAHHE)
VI. Cemeiinbrit = AJIDK y poICTBEHHHKOB NEPBOU = AJIDK y poJCTBEHHHKOB MEPBOM
aHamHe3 CTeNeHH (COryIacHO KPUTEPHSIM JIMarHo3a) | cTeneHu (Korja HEBO3MOXKHO OIPEIENIUTh,
= AJIIDK, noaTBepxkaeHHAs YJIOBJIETBOPSIOT JIU YJIEHBI CEMbU
MOP(OIOTUIECKH, Y POACTBEHHUKOB KPUTEPUSM IHArHO3a)
NIEPBOM CTENICHH * Bnes3amnHas cepievHas cMEpTh

* yaeHTH(UKAIMS y caMOro manuenta | (B Bo3pacte 10 35 neT) BciaencTBHe
MAaTOTeHHBIX MyTallui ¢ JoKa3aHHOM uinu |npeanonaraemoit AJITDK

BeposATHOM cBs3bi0 ¢ AIDK Y POACTBEHHUKOB IIEPBOU CTENEHU

= AJIIDK, moarBeprkacHHAS MOP(HOIIOTH-
YECKH WU COTJIACHO KPUTEPHAM TUATHO3A
Y POACTBEHHUKOB BTOPOI CTENIEHN

JlaHHbBIE KPUTEPHUU MOTYYMIIU HIMPOKOE MPUMEHEHUE BO BCEM MUPE, U Ha CETOAHSAIIHHUN JICHb
9T0 HamOoJsee MoNHble M coBeplueHHble kputepun nuarHoctikd AJIIDK. Tem He MeHee Kaxiblid u3
JIMAarHOCTUYECKUX TPU3HAKOB MMEET OIPEACICHHYIO YyBCTBUTEIBHOCTh U CHELU(PUIHOCTD, TOITOMY
TFC-2010 ne sBnsitoTcst aOCOMIOTHBIMUA M COXPAHSIOTCS PA3IMYHbIE YPOBHU BEPOSTHOCTH JMArHO3a,

YTO JIENIaeT 11eJeCO00pa3HbIM MOUCK JIOMOMHUTENBHBIX KpuTepueB AITDK.
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1.6. {u¢¢epeHunanbHbII 1MATHO3

CymiectByer psa 3aboieBaHuii, cUMITOMBI KOTOpbIX cxomHsl ¢ AJIIDK u TpeOyror
TIIATENBHOTO MpoBeneHus auddepeHmansHon tuarHocTuk. OcoOeHHO cnokeH audQepeHIInaTbHbIN
murarno3 Mexay AJIIDK u xponnyeckum HHQPEKIIMOHHO-UMMYHHBIM MHOKApIUTOM: 3TOT BOIIPOC OyAeT

packpsIT B maparpade 1.7.4.

1.6.1. Indpepennunanbuas nuarnoctuxa AJIIIK

U UAHONATHYECKOM KeJTyI0YKOBOH TAXUKAPAMHU U3 BbIHOCsIero tpakra 7K

HaubGonee wacto mpuxomutcs muddepenimposars AJIIDK ¢ wamonmatmdeckoir XT wu3
BeiHOCsmero Tpakta IDK. Ilocnenusisi mpeacraBiser coO00H OTHOCHTENIBHO J10OpPOKadeCTBEHHOE
3a00JIeBaHNEe, B OCHOBE KOTOPOTO JIKHUT MEXaHW3M aHOMAJIbHOTO aBTOMAaTHW3Ma, a He re-entry, B
ornnuue ot AJIIDK [166]. O6Ga »stux 3aboneBanusi mMoryT mnposBisaTbes KT ¢ mopdomoruei
Ostokapl ieBoit HOXxKkH mmydka ['uca (JIHIID) ¢ HmkHEH ocklo.

JubdepeHnmanbHpIii TMarHO3 OCHOBBIBAETCS HA TOM, 4YTO MNpu wuauonatudeckoit KT
OTCYTCTBYIOT JaHHBIE O CEMEWHOM Xapaktepe 3aboneBanus, Tunudabie 11t AJIIDK u3menenus Ha
OKI' npu cMHYCcOBOM pUTME U Kakue-In0o CTPYKTypHble n3MeHeHus cepaua. Kak npasuno, XXT u3
BBIHOCSILIETO TpaKkTa HWMEET OJHY YCTOHUMBYI0 Mopdosiornio M HWxHIO ochk, npu AJIDK,
HanpotuB, KT MoxeT UMeTh HEeCKOJIbKO Mop¢osioruil u it Hee Oosee cnenu(puyHa BEpXHSS OCh
[41, 110, 166].

OTnenbHYI0 CIOXKHOCTh MOXKET NpEeACTaBIATh AU(QepeHInanbHblii JUarHo3 Ha paHHHUX
craauax AJIIDK, xoraa otcyTcTBYIOT cTpyKTypHble n3meHenus IDK [41]. CyuecTByeT HECKOJIBKO
UCCJIEIOBaHNM, HamnpaBiICHHBIX Ha M3yueHHe ocobeHHocTell komiuiekca QRS ¢ mopdonorueit
omokanel JIHIII mpu XKOC wu XT y pmanneix rpynn namueHToB. [loaTBepikaeHo, YTO
npopoxuteabHocTh QRS B otBenenun V; 6onee 120 mc npu XKIOC unu KT nosBosnser ¢ Oonbliei
JI0JIEl BEPOSTHOCTH TOBOPUTH O Hamuuuu y mnauumeHta AJIIDK, Hexenum wnauonaTudeckux
HapyueHu putma [107].

OTinyaTe 3TH COCTOSHUS BaXXHO, TaK KAK MAMONATHYECKAs TaxXMKapAus U3 BBIHOCSILErO
tpakta [DK mMeer OmaronmpusaTHBIA MPOTHO3 M XOPOIIO TMOAACTCS JCUYCHHIO KaK MPU TMOMOIIH
katetepHoit PYA apurmorenHoro (okyca, Tak ¥ pu Ha3HAUYEHUH aHTHAPUTMHUYECKUX TpErapaToB
[110]. [Toxxon x auddepeHnnarIbHON JUArHOCTUKE ITUX 3a00JIeBaHMIA HYKIAETCS B PACIIHPEHUU H
ycoBepiieHcTBOBaHMU. Emie ciokHee oOctouT cutyanus ¢ au¢@depeHIuanbHbIM JIHarH030M
HavaneHBIX cTaauid AJIIDK u yacToii mpaBokemy104KOBOM IKCTPACUCTONNH (MAUONATHYECKON WIIN

ABIISAIOIICHCS TIPOSBICHUEM apUTMUYECKOM (QOPMBI XPOHUYECKOTO0 HH(PEKIIMOHHO-UMMYHHOTO
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Muokapauta). [lpuaiuner guddepeHnnanbHOl TUarHOCTHKKA 3THX COCTOSHUN Ha CETOIHSIITHUMA

JIeHb HE pa3pabOoTaHBbI.

1.6.2. Indpepenunanbuas nuarnoctuxka A/IIK u capkoungosa

B psnge ciydaeB Bo3Hukaer HeoOxomumocTh muddepenmuposats AJIIDK u capkoumos ¢
nopakeHueMm cepamna. ECTh MaHHbIE OTHOCHTENIBHO TOro, 4to MoauduimpoBaHHbIE KPUTCPUH
muarHocTrku 2010 r. HemoCTaTOYHO CHEUUYHBI, KOTJIa 3aXOIUT pedb O Au(depeHIHMATEHOM
JIMarHo3e ¢ capkoun1o3oM [59].

Capkono3 cienyeT 3amoJo3pUTh B TeX CIyyasX, KOrJa MMEeT MECTO MO3JHUN AelroT
3a0oneBanus, ceMeilHblii aHamHe3 mo AJIIDK He oTsromieH, uMeloTCs HapylIEHUs aTpuo-
BEHTpUKYJsipHOU (AB) mpoBoguMocTH (kak ymimHeHue uHTepBaia PQ, tak u AB Gmokama Oonee
BBICOKHX rpajauuil), a npu MPT oOpamiaer Ha ce0s1 BHUMaHWE OTCPOYEHHOE KOHTPACTUPOBAHHE B
obnactu MexokenynoukoBoit neperopoaku (MIXKII) [123]. Takke mpu MOJ03PEHUU HA CapKOHI03
HEOOXOJIMMO aKTHBHO HCKATh dKCTpaKapAHadbHBbIC MPOSBICHUS: B OCOOEHHOCTH, BHYTPUTPYIHYIO
nuMmdaZeHONaTHIO, a TakXKe JApPyrue cuctemHble mposiBieHus [59]. EcTe maHHBIE O coueTaHHH
AJIIDK u capkounznosa [81]. B psae ciydaeB Al yCTaHOBJICHHs TMAarHO3a BO3MOXHO BBIITOJTHEHUE
OMB, oaHAaKO €CTh PUCK, YTO KaK TpaHyJIeMbl, TaK U o4aru GuOpO3HO-)KUPOBOTO 3aMEILIEHUS MOTYT
He momnacth B OuonTat [41]. Takxke ciiemyeT OTMETUTh, YTO I MAaKCUMAJIbHOW HH(OPMATHBHOCTH

HeoO0xo Mo Opath OuonTaThl Kak u3 ooactu MKII, Tak n u3 ceoboanoM cTrenku [1DK.

1.6.3. Indpepennunanbuas nuarnoctuxka AJATIK u AKMII

JKMII HeoOxomumo muddepenmupoBats ¢ buBeHTpuKyIsipHoi hopmoit AJITDK. B ciydae,
ecin y nmanuenta ¢ JIKMII ormedaeTcss HECOOTBETCTBUE MEXKAY BBIPAKEHHOCTBHIO CHCTOJIMYECKOU
TUCHYHKIUN U TSHKECTHIO M YIOPCTBOM JKEITYAOYKOBBIX HApyIICHHH PUTMA, CIeIyeT MOAyMaTh O
BO3MOkHOU OuBeHTpuKysipHord AJIITK unmu 06 AAIDK ¢ nmpeumymiectBeHHbIM BoBiedeHneM JIK
[166]. OMb mno3Bonser o0aeryuth AupGepeHIUaNbHy0 JUArHOCTUKY B MHOJOOHBIX Cllydasix,
OJIHAKO €€ pe3ysbTaThl He BCerja oJHO3HauHbl. CyIlecTBYeT MHEHHE, KOTOPOro MPUIEPKUBAIOTCS
MHOI'ME MaTOJO0r0aHaTOMbl: HaM4ME€ >KUPOBOM TKaHM B MMOKap/e IMpaBOro »Xelynouka Ipu
JAKMII — o6srunoe sinenue. Ognako kputrepueMm AJIIDK sBnsiercs oOHapyXeHHUE HE CTOJBKO
JKUPOBOM TKaHM, CKOJbKO (uOpo3a ¢ (OPMUPOBAHUEM COEIMHUTEIBHOTKAHHBIX CENT H
NEePeCTPOMKON apXUTEKTOHUKH; mpu 3ToM BosieueHue JDK (pubpos, xup, mHOMWIBTpATH), B
otiinuue ot JIKMII, pa3BuBaercs no3ano [166]. I'pynna yuensix u3 [lagyanckoro yHuBepcUTETa

IPOJIEMOHCTPUPOBAJIA, YTO MPOLEHT KUpoBoi TkaHu B Muokape npu JJKMII (0,07%) conocraBum
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¢ xontpoiueMm (0,33%) u Hukoraa He ObIBaeT cToib BhICOK, Kak mpu AJIIDK (13,3%). Conepxanue
xupa B Owmonrarax Oomee 3,21% rosoputr B momb3ly AJIIDK (uyBctBuTenmbHOCTE 67% u
cnemupuaaoctp  92%). AIIDK otnuuaercs ot OananpHOit JIKMII Taxxke Ooibiiei
BBIpaXEHHOCTHIO Prbposa (24,6 u 21,8%) U MEHBITUM KOJIMYECTBOM COXPAHHBIX KapAHMOMHUOIIUTOB
(47,3 1 63,4%) [14]. Tem He Menee BemmonHeHne DMb narnuenTam ¢ cuaapomom JIKMII He Bcerna
BO3MOXKHO IO TEXHHYECKUM TMPUYMHAM U  IeJIecooOpa3Ho  paszpaboTaTh MOAXOA K

muddepennmanbaon quaraoctuke ¢ AJIIDK, koTopsiii Ok onupaics He TOJIbKO Ha AaHHbIe DOMBb.

1.7. Poasb conyrcTrByromero muokapaura npu AJIIK

HecmoTtps Ha To, utro AJITDK 10BOIBHO BCECTOPOHHE M3YyHaeTCA HA MPOTSIKEHUU YEThIPEX
JIECSTKOB JIET, POJIb MUOKapAUTa B Pa3BUTUU U MPOTPECCHPOBAHUM, a TAKXKE B MPOTHO3E JAHHOTO
3a0osneBanus He BroyiHe sicHa [129]. Ilpu rucTonornyeckoM Mcciael0OBaHUU aKTHBHBI MUOKapIHUT
obHapyxuBaercs 6osnee yeM y 40% mnamuentoB ¢ BepudpunupoBannoit AJITK [10, 50]. YacTora
oOHapyxeHUsT JTUMGOIUTaApHON HHOUIBTPALMK, HE JOCTUTAIOMIEH KpPUTEpUEB aKTUBHOIO

MUOKapauTa, Bapbupyet ot 60% 10 90% [23, 39, 42, 88, 100, 124, 166].

1.7.1. BbisiBJleHHE KapAHOTPONHBLIX BUPYCOB Yy nmanueHToB ¢ A/II7K

H UX POJIb B TCUCHUH 3a00/1eBaHUA

B wmenom psnme wuccnenoBaHuii Oblla  MPOJEMOHCTPUpPOBAaHA  BBICOKAs — 4acToOTa
UH(DUIIMPOBAHHOCTH KapAMOMUOLMTOB BUpycamu y narmueHToB ¢ AIIDK naxe B Tom ciydae, koraa
MHUOKapAUT He Obl1 oOHapykeH [8,35,40]. IIpu sTom B mojaaBisromieM OOJBIIMHCTBE CIy4acB
BBIIBJSUIOCH COYETaHNEe MH(EKIIMOHHBIX areHTOB — YHTEPOBUPYCOB (BBIABISIETCS] HAMOOIIEE YacTo, MO
HEKOTOpbIM AaHHbIM, 10 100%, [8,9, 103]) ¢ mapBoBupycom B19, aneHoBupycom u BupycoM
renatuta C [124]. Psg aBTOpOB CYMTaeT, 4YTO BBISBICHHE KApJUOTPOIHBIX BHUPYCOB B
KapIHOMHOIIMTaX CBUIETEIHCTBYET HE TOJIBKO O BKJIA/Ie BUPYCHOW MH(EKINU B pa3BUTHE aKTHBHOTO
MHOKapJIUTa, HO U O MIEPCUCTUPOBAHUU BUPYCOB MOCIIE MIEPEHECEHHOro0 MUoKapauTa. Ilo ux MHeHwH1o,
IPUCYTCTBUE KapJHOTPOIHBIX BUPYCOB B KapAMOMMOLUTAX M COCyJaX MHOKapja y BceX OOJbHBIX
ANIDK, a Taroke Oonblnas IUIOMIAAb MOPAKEHUs MHOKapAa IO3BOJSIOT TMPEANOI0KUTh, YTO
NEePCUCTHPYIOLIAs BUPYCHasi HHPEKIHUS SBIIIETCS TPUTTEPOM IIPOrpeccupoBaHms 3a0oneBanus [§].

Kpome TOro, mmeroTcss cBeOEHMs, 4YTO AaHTUTENA, BbIpabaThlBa€Mbleé K HEKOTOPBIM
KapJIUOTPOITHBIM BUPYCaM, CIIOCOOCTBYIOT aKTHBALUU NephOPUH-IPAH3UMOBOI CUCTEMBI, JIKaIeH

B OCHOBC aIIomTo3a [124] Bnocnencteuun rnoruomme B pe3yJibTaTe aronTo3a KICTKH CJIyKaT
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cyOcTpaToM il TPHUCOEIWHEHHsT BTOpu4HOro BocmaneHus [189]. Takxke ecTh JgaHHBIC
OTHOCHUTEIILHO TOTO, YTO Ha (OHE MHOKapAuTa, OOYCJIOBJICHHOTO BHUPYCHOW WH(EKIUEH,
MPOUCXOINUT BbIPaOOTKA aHTUAECMOCOMHBIX ayTOAHTHUTEN, YTO MOKET ObITh MPUUYHUHON BTOPUUHON
AJIIDK [46]. Bo3moxxHa OeccHMMIITOMHAsI MEPCHCTEHIIMS BUPYCOB B MHOKapzae [54], omHaKo y
nanueHToB ¢ AJIIDK nocroBepHo yale BBIABISIN KapauOTpornHble BUPYCHl (9 u3 12 6uonrtaTos),
4YeM B KOHTPOJIbHOH rpyrie (3 BUPYC-TTO3UTUBHBIX 00pa3na u3 215) [35]. Takum obpazom, AJITDK
ABIISIETCS OJIArONPHUATHON MOYBOM Al MPUCOSANMHEHUS BUPYCHON MH(EKINU U, KaK CIEACTBHE, IS
Pa3BHUTHUS BUPYCHO-UMMYHHOTO MHOKApIUTA.

Pabot, TOCBSIIEHHBIX HM3YUYEHUIO CBSI3H MEXKIYy THIIOM BBISBICHHBIX KapIAOTPOITHBIX
BUPYCOB, YaCTOTOM U CTENEHbIO aKTUBHOCTU COIMYTCTBYIOIIETO MHUOKAp/HUTa, a TAaK)Ke MCCIIECOBAHUM,
HANPaBIEHHBIX HA OIEHKY pEe3yJbTaTOB JIEUEHUS BHUPYCHBIX HH(MEKIUA y MalUeHTOB C

BepU(DUIIUPOBAHHBIM BUPYCHBIM MHOKAPAUTOM, OOHAPYKHUTh HE YAAJIOCh.

1.7.2. lnarnocTuka MuokapaurTa y nanueHTon ¢ A/{IIK

«30JI0TBIM CTaHAAPTOMY» Il JUArHOCTUKU MUOKapauTta y nanueHtoB ¢ AJIIDK sBnsercs
OMb, oaHako CyIIeCTBYIOT TOMNBITKH pPa3pabOTKU CIOCOOOB HEWHBA3MBHOW JIMATrHOCTUKU
COMYTCTBYIOIIETO MUOKAPIUTA.

OmauM M3 caMbIX MHOTooOemarmux MeToaoB sBisercss MPT cepana ¢ onenkoit ¢asbl
OTCpOoYeHHOT0 KoHTpacTupoBanus. Emie 10 met Hazax mamas TonmuHa cBoOoaHou creHku [DK
SHAYUTCIBHO 3aTpyAHsAJIa OHCHKY CTCIICHU OTCPOUYCHHOI'O HAKOIJICHHS KOHTPACTHOI'O Iperiapara,
OJIHAKO B HACTOAIIEE BPEeMsl 3HAYMUTEIBHO YIYUIIWINCh KaK pasperiaromnias crnocoOHoct MP-
ToMorpadoB, Tak M BO3MOKHOCTH HPOTPAMMHOTO OOECHEYEHHs, HCIIONB3YEeMOro Ui aHalu3a
MOJIyYeHHBIX H300paxkeHnid. OTCPOUYCHHOE HAKOIUICHHE KOHTpacTHOro mnpemapata npu AJIIDK
BBISIBIIIETCS C BBICOKOM 4dacToTOM M oTtMmevaercss y 61% mamuentoB B JUK, y 39-61% B IDK n y
78% — B 000ux xemyaoukax [136, 190], onnako ero 3Hauenue npu AJII1K no xoHIa He sicHO.

B Canxkr-IlerepOypre mpoBoaniIoch MCCIEIOBAaHKUE, B KOTOPOM COIOCTABIISUTUCH PE3YIbTAThI
OMb u MPT c oueskoil ¢a3pl OTCPOYCHHOTO KOHTPACTHPOBAHWS: MHOKapaAuT npu OMB Obur
noareepxkaeH AaHHbiMU MPT Bo Bcex ciydasx [10]. He coBcem sicHo, Ha kakue MPT-kpurtepun
OMUPATHUCh AaBTOPHI TPU TOCTAHOBKE JMArHo3a «MHOKAPIUT»: BEPOSATHO, CyOdNMUKapHaIbHOE
OTCPOYCHHOE HAKOILJICHHE KOHTPACTHOIO Iperapara pacCMaTpPUBAJIOCh Kak IMPOSBICHUE AKTHUBHOTO
BOCIIAJIMTEIBHOrO Ipouecca. [lomydeHnsle pe3ynbraTsl TOBOPAT O TOM, YTO B COCTaBE€ KOMIUIEKCHOM
JIMarHOCTHKU COIYTCTBYIOIIEro MHUOKapauTa y marueHToB ¢ AJIIDK nenecooOpazHo ucIoiIbp30BaHuEe
nanHeix MPT. TeM He MeHee K MHTEpHpeTalyd OTCPOYEHHOTO KOHTPACTUPOBAHMS Y MAlMEHTOB C

AJITDK Hy»HO MOJIXOAUTH KpaiiHe OCTOPOKHO. SIMOHCKHE yueHbIe POBENIN MCCIeI0OBaHNUE, B KOTOPOM
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COIIOCTaBUJIM  PE3yJIbTaThl TUCTOJIOTMYECKOTO HCCIEIOBAaHUS CepAlla TMpH ayTONCHU WM
AKCIUTAHTUPOBAHHBIX cepaell ¢ naHHbiMu MPT tipu pazmuunbix kapauomuonaTtusx: npu AJIIDK 30Hsl,
B KOTOpPBIX OTMEYAJIOCh OTCPOYEHHOE HAKOIUIEHWE KOHTPACTHOIO MpenapaTa, pacroyarajuch
NPEHMYIIECTBEHHO  CyOSIHMKapIHalbHO M COOTBETCTBOBAIM  ydyacTKaM  (pHOPO3HO-)KUPOBOTO
3aMeleHus, a 00JacTh, B KOTOPHIX HE HAKaIUIMBAJICS KOHTPACT, COOTBETCTBOBAIM MPAKTUYECKH
HEM3MEHEHHbIM ydyacTkaM Muokapaa [101]. Tlomumo AJIDK, B 1maHHOM WHCCIE€IOBAaHUU
paccMaTpUBalIMCh TUIEpTpodUyecKkas W IUIaTAllOHHAs KapIMOMHOIATHH, a TaKXKe CapKOWIO03,
aMUJIOMJI03 CEepJIla U TUTaHTOKJIETOUYHBIH MUOKapauT. CTpaHHO, YTO BOCHAJIMTENbHBIE MHOUIBTPATHI
OITMCaHBl TOJBKO TPH TMTAHTOKJIETOYHOM MHOKApAWTE, XOTS MOXKHO OBUIO OBl OXKHAATh UX U TIPH
AIIDK, u npu JIKMII, u npu runeprpoduueckoit kapauomuonatuu (I'KMIT). Bosmoxxno, B 3TOM
WCCIICZIOBAHUM YUUTHIBAIUCH TOJBKO U3MEHEHHMSI, COOTBETCTBYIOIINE OCTPOMY MHUOKAPIUTY BBICOKOM
CTENEHHU akTUBHOCTH. Takum o0pa3om, (heHOMEH OTCPOUCHHOTO HAKOIUICHHsI KOHTPACTHOTO TpernapaTa
npu AJIIDK tpebyer nanpHeiiiero u3yyeHus i ero 6oiee TOYHON HHTEPIIPETaLUH.

I'pynnoit yuensix u3 HunepnanmoB Ob11 IpeiiokKeH APYroil cnocod HEMHBAa3UBHOU OLIEHKH
BocnajieHusi B muokapze naruenToB ¢ AJIIDK. Becem 601bHBIM TPOBOIUIIOCH OTIPEIETICHUE YPOBHS
IPOBOCHAJIUTENBHBIX LINTOKUHOB, a TAK)KE MMapaJlJIeNIbHO, 711 OLIEHKH BOCTIAJIUTENbHON aKTUBHOCTH
B MHUOKap7e, MPOBOIMWIACH CHUHTUTpAdUsT MUOKap/aa ¢ raJoluHueM-67. B pe3ynbraTe oTMEUeHO,
yrto y mnauueHToB ¢ AJIIDK nmoctoBepHO BbIllE, YeM B KOHTPOJIBHOM TIpYIE, YPOBEHb
uHTepiielikuHa- 13, wuHTepielikuHa-6, (akropa Hekpo3a omyxoneil ambda. YpoBeHb 3axBara
ragonuaug-67 y mauumentoB ¢ AJIIDK taxke ObLT BBIIE, HEXKENMH B KOHTPOJbHOU rpymme. [Ipu
ATOM OTMEYEHO, YTO YPOBEHb 3aXBaTa TaJ0JUHUSA-67 TIPaBBIM KEITyJ0UKOM ObLT BhIe, yeM MOKIIT
u cBobomnou crenkoir JIDK [44]. IlomydeHHbIE pe3ynbTaThl NMPEACTABISAIOT HEMaJIbIi WHTEpEC,
OJIHAKO MHHYC MCCIIEJJOBaHMS B TOM, 4YTO TOJY4YCHHbIE HEMHBA3UBHO peE3yJibTaThl HE
comoctaBsuuck ¢ AaHHbIME OMB. Tlpu 3TOM 3¢ ¢deKTHBHOCTh CHUHTUTpAdUN MHOKapaa ¢
rajJlouHIEeM-67 B OIICHKEe BOCHAJeHHs OblIa JOKa3aHa JIMIIb B SKCIIEPUMEHTATbHONW MOJENu Ha
KpBICax, Y KOTOPBIX MUOKAapAWUT OB BhI3BaH BBEACHHEM MOHOKpOTanuHa [45].

Ha cerognsamHuii AeHbs B IUTEpaType OTCYTCTBYIOT JaHHBIE OTHOCUTEILHO HEMHBAa3UBHOIO
crocoba TMarHOCTUKKA MUOKapAUTa MPH MOMOIIU ONPEEIeHNs TUTPOB aHTUKAPAUATLHBIX aHTUTE
y manpieHToB ¢ AJITDK, xoTs maHHas MeTOAMKA, Ha HAII B3I, TIPEACTABISIET OOJIBIIION HUHTEpEC.
JlnarHoctuueckas LEHHOCTb JTOrO0 HCCIEAOBaHUS Oblga MNPOJEMOHCTpUpOBaHAa B paboTe,
NOCBALICHHON M3YYCHUIO KIMHMYECKUX, JIAOOPATOPHBIX M HHCTPYMEHTAIBHBIX KPUTEPUEB
MHOKAap/IUTa, YCTAHOBJIEHHBIX B COIOCTABJICHUU C MOP(OJIOTHUYECKUM HCCIeI0BaHUEM MHOKapAa,
KoTopoe Obu1o BhIMONHEHO 100 mammentam (20 «aputmudeckum» mnanueHtam u 80 — ¢ JIKMII
paznuuHoi sTHONOrHM). JlaHHbIE MOP(OIOTUYECKOTO HCCIEAOBAHUS MHOKapAa COMOCTaBUIIM C
TATPAaMU  AHTUKAPJAUAIBHBIX aHTUTEN. UYyBCTBUTENBHOCTH 3TOrO0 METOAAa B  OTHOLICHUH

JTUATHOCTHKU MHUOKapaurta coctaBisier 45,7%, cnenuduanocts 80,0%, mMoONOXKUTENbHAS W
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oTpulaTeNnbHas Tpeacka3aresbHas 1eHHoCcTh 80,4% u 45,0%, COOTBETCTBEHHO, MaKCUMAJIbHOM
cnenupuIHOCTHIO 93,3% 00MamaroT aHTHTENA K AApaM KapauoMUONUTOB B TUTpe 1:160-1:320 [4].
Cpenn obOcnenoBanabix manueHToB AJIIDK Opma  guarHoctupoBana y | GonbpHOTO C
«MINONATHUYECKUMU» apuTMusMu U y 2 — c¢ cunapomoMm JIKMII (B Tom umcne, y omHoro c
couetannem HKM wm AJIIDK). HWccnenoBanuidi, B KOTOpPBIX M3ydajcsi CHEKTpP TUTPOB
aHTUKApAMAIbHBIX aHTUTEN y Oosbliero xkonudectBa nanuentos ¢ AJIIDK, He mpooaunocs. Ha
Halll B3IV, MCIOJIB30BAaHUE JTAHHOTO METOJa LeJIeco00pa3HO sl HEMHBAa3MBHOM JHMarHOCTUKU

MHUOKapJIUTa Y ATON TPYMIIbI MAlIUEHTOB.

1.7.3. Ocodennoctu Tevyennsi AJIIIYK B coueTaHnu ¢ MUHOKaApPAUTOM

Haunmenee n3yueHHBIM BOIIPOCOM OCTAETCs pOJIb MUOKApAUTa B Pa3BUTUH U MPOIPECCUPOBAHUU
AIIDK. [lo cux mop cpeau ydeHbIX HET €IMHOI0 MHEHHS OTHOCHTENIBHO TOIO, 4YTO SIBJISETCS
NEPBUYHBIM: TE€HETUYECKH HEMOJHOLUECHHbI MHOKAp/ TMOJBEPKEH BUPYCHBIM HMHQEKIHSIM C
HOCJEAYIOIIMM PAa3BUTHEM MHOKApIUTA WIM K€, HaIpOTHB, MHUOKAPIUT SIBISETCS TPUITEPOM,
CHOCOOCTBYIOIUM aKTUBAIlMM AHOMATBbHOW TeHETHYecKod mporpammbl [23, 46, 79, 85, 86]. Takxe
CyllIeCTBYeT mnpeanoioxkenue, uyro cama AJIIDK Moxer 4BIATbCA CIEACTBHEM MEPEHECEHHOTO
UH(EKIIMOHHO-MIMMYHHOTO MHOKap/uTa B pe3yJsibTaTe 00pa30oBaHMsl aHTUIECMOCOMHBIX ayTOAHTHTEI
(omHaKo B paspe3 ¢ 3TOW Teopwed HAYT JaHHble 0 reHeTndeckoil mpupoae AJIIDK) [46]. Tlo Bceit
BUIUMOCTH, JaHHBIA BOMPOC OCTaHETCs 0e3 OTBeTa Ha MPOTSHKEHUH MHOTUX JIET, U €ro pelieHue
TpeOyeT AnaneKTUIecKoro noaxona. Ha ceronssuHuii 1eHb OOIIENPUHATHIM CUUTACTCS, YTO HAIMYUE
aKTHUBHOro MuoKapauta y mamueHtoB ¢ AJIIDK cmocobctByeT yBenudeHuto riomaaud (Gpuopo3Hoit
TKaHH, a 3TO, B CBOIO OYEPElb, 3HAUUTEIPHO YBEIMUYMBAET PUCK BO3HUKHOBEHHUS (€CIM peub UAET O
CKpBITOH (haze 3a00NIeBaHM) WK YCYTYONeHHs yKe UMEIOIIMXCS HapyIIeHui putma [79].

CreneHb KIMHUYECKUX NPOSBICHUM MHoOKapauta y mnauumeHtoB ¢ AJ[IDK  moxer
3HAYUTENBHO BapbUPOBaTh: OT OECCHUMIITOMHOTO TEYEHHS 10 (YJIbMUHAHTHOTO MHOKApAHTA C
pPa3BUTHEM OCTPOH CepJIeYHON HEIOCTATOYHOCTH, TPEOYIOIIeH TpaHCIIaHTaIuu cepaua [3, 46, 79,
85, 86, 88, 98]. lodaroe BpeMsi HE YyAABAJIOCh YCTAHOBHUTHb KOPPEISALHUI0O MEXAY HAIUYUEM
MHUOKapJUTa U TSHKECTbIO KIMHUYECKHUX MposiBieHUil. IlepBble NMpeanonokeHus O TOM, YTO Kak
OCTpBIii, TaK ¥ XPOHUUECKUH MH(PEKIIMOHHO-UMMYHHBIH MuokapauT y nanuentos ¢ AAIDK BexyT k
BOBJIeueHUI0 B mnartosorndeckuil npouecc JOK n cmwxenuto @B JDK, uro yTspkenser TeueHue
3a0oneBanus, Obun Bbickazanbl G. Fontaine um coaBr. B 1995T1. [85]. B 2012r. ObutH
OITyOJINKOBAHbI JaHHBIE HCCIIEOBaHUS, B KOTOPOM THIATEIbHOMY THCTOJOTHYECKOMY aHAJIHU3Y
OBLTH TIOABEPTHYTHI 36 MOCMEPTHBIX 00pa3ioB cepaen manueHToB ¢ AJIIDK, BepudurupoBanHoit

MMPUKHU3HCHHO. HpOI[CMOHCTpI/IpOBaHO, YTO HaAJIHU4YHUEC BOCIAJIHUTCIIBHBIX I/IH(i)I/IJ'ILTpaTOB COIIPAKECHO
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CO 3HAYUTENILHO OoJsiee TsKenbIMU (opmaMu 3abosieBaHUs, B yacTHOCTU ¢ aunaranueit IDK mnm
OMBEHTPUKYJISIPHBIM ~ NOPAXKEHMEM, KOTOpblEe KIMHUYECKH TMpOSIBISUIN  ce0sl  cepleyHon
HEJIOCTaTOYHOCThIO. BocmanurenbHbie HWHOWIBTPAThl OBUITM OTMEYEHBI B 62% ciyd4aeB u
JOKaJM30BaJMCh HE TOJBKO B JKEIyJO4yKax, HO W B o00oux mnpexacepausix. Hamportus, mpu
u3onupoBaHHoM mnopaxenun IDK 0e3 cHKeHHs ero HacoCHOM (YHKUMH BOCIHAIUTEIIbHBIC
U3MEHEHUs OTMEYAJIMCh peXke, UL B 7% 00pa3uos [46].

B nenom, xponunueckast cepaeunas HenoctarouHocTh (XCH), kak npaBoskeny104KOBasi, Tak
U OMBEHTPHUKYJSIpHAs, TpeOyromas MEJUKaMEHTO3HOW KOPPEKIWH, Pa3BUBACTCA, 10 pa3HBIM
nanubeM, y 7-50% mnanumentoB ¢ AJIIDK [32, 71, 102, 108, 132]. Cuuraercsi, 4TO B pa3BUTHH U
IIPOIPECCUPOBAHUN CEPJACYHOM HEAOCTATOYHOCTH BAXXKHYIO pOJIb HUIPAIOT MMEHHO HaJu4due
COMYTCTBYIOIIETO MUOKAapAUTAa U CTENEHb €ro akTUBHOCTHU [46, 85]. OnucaHo HECKOIBKO CIy4yaeB
HOBBIIIEHUS] YPOBHS Kapauocneruduueckux pepmentos (tpononud ) y manuenros ¢ AJ/IIDK nHa
done nebrota 3a6oeBaHus ¢ ocTporo Mmuokapauta [115, 119, 156]. V Bcex manueHTOB OTMEYAIUCH
NapOKCU3MBbl YCTOHYMBOM JKEIyJOYKOBOM TaxXWKapAuWu, B CBA3M C YEM KaxIOMy OblI
UMILUIAHTUPOBaH KapawoBeprep-aepudpusitop [115, 119, 156]. Takum oOpa3oM, MOBBIIMICHHUE
YpOBHSI TpONOHMHA | OBLIO NPENIOKEHO CUUTATh CBOETO pPOJa MAapKEpOM «ropsueil Qa3bl
3a0osieBaHus» [156].

Ot HanuuMs BOCHAJIEHHUs. BO MHOTOM 3aBUCHUT TSKECTh KIMHHYECKUX mnposiBieHuid AJITDK.
Ilo Bcell BUAMMOCTH, COMYTCTBYIOIIMHA MHOKAPAUT HUIPAeT BAXKHYIO pOJb B (HOPMUPOBAHHUU

KJIMHUYECKON KapTUHBI M OTpeIeTICHUN UCX010B 3a0oneBanus [46].

1.7.4. Indpepenunanbublii auarao3 me:xay AJIIIK u akTHBHBIM MHOKapPAUTOM

OcoGenHo ocTpo cTouT npodieMa auddepenimansHoro auaraoza Mexay AJIIDK u aktuBHBIM
MHOKapAUTOM. B mcciieoBanum, MOCBAIIEHHOM 3ToMy Borpocy (2004 r.), Obuta B3siTa BBIOOpKA U3
30 4enoBeK, MOJTHOCTHIO COOTBETCTBOBABIIMX KpuTepusMm auarHoctuku AJIIDK 1994 r. [140]. Beem
nangeHTaM Obuta BeIMomHeHa OMDB, mpu oreHke pe3ynbratoB Kotopod aumarHo3 AJIIDK Obur
nonaTBepxkaeH b B 30% (9 yen.) cimydaes, a y octanbHbiX 70% (21 4en.) ObLT TUarHoCTUPOBAH
AKTHBHBI MHUOKapIUT (COTJIAaCHO JajlacCKuM KpurtepusiMm). [Ipum MopdoMeTpudeckol OlEHKe
THCTOJIOTMYECKUX OO0pa3loB ObUIM BBISIBICHBI 3HAUMMBIE PA3IHUMsl B MPOIEHTHOM COOTHOIICHUH
JKUPOBOM TKaHM W KapauomuonuroB Mexnay mauueHtamu ¢ AJIIDK u mmokapmurom (p < 0,001).
Hamnpotus, npu cpaBaennn aanaeix OKI, 9XO-KI', koponapoanruorpapuu u MPT nocroBepHbIX
pa3nuuuil MeXAy 3TUMH TpymramMu OOJbHBIX BbIABICHO He Obuto. [lpu manbHeleM HaOIOJEHUU
(23+£14 wmec.) cocrosiHHE BCEX TMAIMEHTOB C MHOKAPIUTOM OCTAaBaJOCh CTAOWIBLHBIM Ha (HOHE
KOHCEpBATUBHOM aHTHUAPUTMHUYECKON Tepamuu, B TO BpeMs Kak 5 u3 9 MalueHTOB ¢

BepudurmpoBanaoit AJIIDK norpedoBanacs uMruianTamus kapauoseprepa-aeuopuisitopa [50].
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Crnenyer OTMETUTH, YTO B JAHHOM HCCIIEIOBAHMU HE OBLIO OMMCAHO HU OJHOIO Cllydyas
coueranus AJIIDK ¢ MuokapamTom, XOTS, COIJIACHO TPEOBIIYIMM padoTaM, JUMQOIUTAPHBIC
UH(UIBTpaThl BRIBISIIOTCA Ooree ueM y 60—77% marmentos ¢ AJIIDK [23, 39, 100, 124]. Pe3ynbrars!
BBI3BAIM HEMAJO€ YAMBICHHE B HAy4dHOH cpene, MOCKONIBKY KpuTepud 1994 1., xotopble ObuM
ucrosb3oBanbl s quarHoctiku AJIIDK, obnanaror BeICOKON CHEM(PUUHOCTBIO MPU OTHOCUTEIBHO
HeOonbIoi dyBcTBUTENBHOCTH [15, 134, 140, 204]. Bo3MOXKHO, YTO MOTYYEHHBIE PE3yJbTaThl ObLIH
CBsI3aHbI ¢ TeM, 4TO nopaxxenue muokapaa [DK mpu AIIDK HOCUT oyaroBblil XapakTep U U3MEHEHHbBIE
YyYacTKH HE Nomnaiay B OHONTAaT, OJHAKO HEJNb3sl HCKII0YaThb U BEPOSITHOCTb TOIO, YTO AKTUBHBIM
MHUOKapIUT MOXKET MOJIHOCTHIO UMUTUPOBATh KIMHUYECKYIO KapThHy AJITDK.

B 2009 r. 6puM 00HAPOIOBAHBI TAHHBIC AHAIOTUYHOTO HCClienoBanus [162], oTingaronierocs
OT MpebIAyIIEero Jullb TeM, yTo OMDbB BbInoONHANACH MO KOHTPOJIEM 3JIEKTPO-aHATOMHYECKOIO
KapTUPOBaHUs, YTOObI MAKCUMAJIbHO MOBBICUTh HHPOPMATUBHOCTH Onoricuu. B pesynbrare y 50%
nareHToB (15 uen.) 6bpur moarBepxkaeH amarHo3 AJIIDK, a y mpyrux 50% BbIsSIBIECH aKTHBHBIN
MHUOKapIUT COIVIACHO JAJNIACCKUM KpuTepusaM. IIpum 3ToM oTMedaercs, 4TO CHHIKEHUE BOJIbTaXKa
komiuiekcoB QRS perucrtpupoBanock He Tonbko y manueHtoB ¢ AJIIDK, HO u y maumeHTOB ¢
muokapautoMm. Ciydau couetanus AJIIDK u muokapaura mo-npexHeMy He Obuth omucansl [162].
JlanHas pa®oThl BhI3BajIa MIMPOKUN PE30HAHC CPEIU YUEHBIX W IENBINA PsII OTBETHBIX IMyOJUKAIIi
[52, 193, 197], B KOTOpBIX OBLIM BbICKa3aHbl COMHEHUS B PE3YyJIbTaTaX, OCKOJIbKY HE IPOBOAMIOCH
TEHETUYECKOTO OOCTeAOBaHUs MAIlMEHTOB M HET JAaHHBIX HE TONbKO o couertanuun AJIIDK c
MHUOKapJAUTOM, HO U 00 oOHapyxeHnun (pubpo3a y MAIMEHTOB C aKTHBHBIM MHOKAPAWTOM, YTO
TaK)Ke MPECTABIISIETCS MAJIOBEPOSITHBIM.

Bonbmioit  uHTEpec, KOTOPBI BbI3BaIM pabOThl, HANpaBJICHHbIE Ha MPOBEACHUE
muddepennmanbHoro aumartosza mexay AJIDK u Muoxapaurom, JeMOHCTPUPYET, HACKOIBKO
BEJIMKA 3HAYMMOCTb 3TOH MPOOIIEMBI.

Taxkum oOpa3oM, kpaliHe BaKHBIMH 3a/ladaMU IPEACTABISIOTCS Pa3pabOTKa HEMHBA3UBHBIX
METOJIOB JUArHOCTUKM MHOKapJuTa y MalMeHTOB ¢ npeanonaraeMbiM auarnozoM AJIIDK, a takxke
U3Yy4YEHHE POJIM COMYyTCTBYIOLIETO MUOKApANTA B KIIMHUYECKOM T€UEHUU 3a00JI€BaHUs, IPOTHO3E U
noaxojax k JjeueHuto. MHpopmanun 006 OCOOEHHOCTSX JI€UEHUS MHUOKapAWTa y MaIMeHTOB C

AJIITXK B muTeparype 0OHAPYKUTH HE YAAIOCH.

1.8. Kiimnnyeckas kaaccupuxanus AAIK

ApUTMOreHHasl JUCIUIa3Hsl MPaBOro >KelyJo4yka Kak Ho3osorus Oblna omucana B 1977r.,
OJIHAKO JI0 CUX TOp OTCYTCTBYeT enuHas oOmenpuHsatas kinaccupuxamus AJIIDK, koropas Obr
YUHUTHIBaJIa BCEe KIMHUUYECKHE (HOpMBbI 3a00I€BaHUS M BO3MOXHOCTH MIEpexo/ia OT OJHOM (GopMBI K

JIPYTOM.
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[epBas mombITKa KIACCUPHUIMPOBATH KIMHUYECKHE (OPMBI 3a00JIeBaHMsT ObUIA TIPEATPHHSTA
G. Fontaine B 1995 r. Knnaccuduxamms Obuia pazpaboTraHa UM Ha OCHOBE JICBATHIICTHETO HAOIIOICHUS
3a 4 manueHTamMu ¢ pa3nuuHbiM KinHHYeckuM tedenueM AJIIDK. B urore 6bu10 BbineneHo 3 GopMel
3a0omneBanus [82]:

1-u mun. «Apurmuueckas» ¢opma. ABTOp CUMTAeT ee HauboJiee 4acTO BCTpeyarolencs
dopmoit AJIIDK. Jlns wHee xapakrepHa HopmansHas DB JDK (>50%), HapymieHuss putMma
MOJTHOCTBIO KOHTPOJHMPYIOTCS aJeKBAaTHOM aHTHAPUTMUYECKOM Tepamued, a KIMHHUYECKHe
MPOSIBIICHUS MOTYT BapbUPOBATh B 3aBUCUMOCTH OT cTeneHu nuiaramuu [DK.

2-11 mun. CrabunbHas ¢popma c¢ BoieuenneM JDK. Ormeuaercs camxenne @B JIK no 30—
50% B CcBsI3U C pacmpocTpaHEeHHEM mpoiiecca GUOPO3HO-KUPOBOTO 3amerieHuss Ha muokapa JDK
WIH, B TOM YHUCJE, BCIEICTBUE MPUCOCTUHEHUS MUOKapauTa. [laHHas gopma MOXKET OcTaBaThCs
CTaOUITBHON HA MPOTSHKCHUH MHOTHUX JIET MPHU YCIOBHH aJIeKBATHOW aHTHAPUTMUYECKOM Teparum.

3-1t1 mun. Iporpeccupyrolias Ierpaaaiys MUOKap/a ¢ pa3BUTHEM TsDKEIOW OMBEHTPUKYIISIPHON
CepIeUHON HenocTaToYHOCTH. PasBuBaercst B TeueHwe 10 jer oT maHMdecTanuy KIMHUYECKUX
cumntoMoB 3aboneBanus. Cxomna c mepuynoit JIKMIL. Mopdonormueckn oTMedaeTcs Haaudue
UHTEPCTULHABHOTO (ubpo3a ¢ OWUBEHTPUKYISAPHOH JUMQPOUUTApHONH HHUIBTpALMEH, YTO
IpEIoNaraeT «ayTOMMMYHHBIH (eHOMeH» [82].

upokoro KIMHWYECKOTO UCMOJIb30BaHUS JaHHas KiaccuUKanus He moiyunia. Ha Ham
B3IJI51/I, OHAa OCTaBJISIET HEMAJIO HEPEIIEHHBIX BOMPOCOB. Tak, HE COBCEM SICHA POJIb MHUOKApAHUTA B
pa3BUTUU 3a00NIeBaHUS W HE SICHO, SIBISIOTCSA JH OTHU THUMBl MOCIEAOBATEIbHBIMU CTAJAUSIMHU
3a00JIeBaHUSI.

Crnenyromuii BapuaHT kiaccupukanuu kauHHYeckux ¢opma AJIDK Obut mpemioken B
1998 r. [79]. On BriItOYaN B ceOsI CIETYIONTNUE COCTOSTHUS.

1. M3onuposannvie npagodicenyoouxosvie hopmul AJIDK:

e kiaccuueckas popma AJIIDK;

e Oone3nb Hakcoca;

e BeHelnuaHckas kapauomuomnatus — popma AJIIDK, sunemuynas quist peruona Benero, Ha
ceMelinbie GopMbl 3a00sieBaHus TpuxoauTcs 10 50%, 9acTo coueTaeTcs C CHHAPOMOM JTHCIIIA3HH
COEIMHUTENIbHOM TKaHu [149];

® HEKOPOHApOTeHHBIN MmoabeM cermeHTa ST B MpaBbIX TPYIHBIX OTBEACHHUIX — CHHIPOM C
BBICOKMM PHCKOM BHE3alHOW cMepTH BO Bpems cHa. Hawmbonee uacto nHaOmromaercs B HOro-
Boctounoit Azumn [146]. Y HEKOTOPBIX yMepIIHX OBUIH BBISIBICHBI MOP(OIOTHYECKHE MPU3HAKA
ANIITK [58, 84]. B Hekotopeix ciydasx cuuapoma llokkypu (Pokkuri death syndrome: BCC
MOJIOJIBIX MYKYMH BO CHE B pallOHe TMOJyHOUYH), OMUCAaHHOro B SlmoHuu, Takxke ObUIa

mophonoruuecku BepudumpoBana AJIIDK [153];
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e Taxukapausa U3 BbIHOcAwmero Tpakta IDK — kemynoukoBas —Taxukapaus  C
COOTBETCTBYIOIIEH Mopdonorueir Moxer ObITh oOycnmoBieHa AJIIDK c¢ nmokanm3amueit odara B
obnactu BeHOCsIEero TpakTa [DK [48];

e 00pOKAueCTBEHHBIE IPABOYKEITYJOYKOBbIE SKCTPACUCTOJNBI — IPaBOXKEIYJOUYKOBas
AKCTPACUCTOJIHS U3 BBIHOCSIIETO TPAKTa MOXKET ObITh mposiBiennem AJIITK [79];

e aHOManuA Y — peakas BpPOXKICHHAs IMaTOJIOTUsS, MPOSIBISIOIASACA BBIPAXKEHHON
TUIOIUIa3UEN WM IOYTH MOJHBIM oOTcyTcTBHeM Muokapaa IDK BcienctBue ero 3amerneHus
JKUPOBOI TKaHbIO. Bener x pedpakTepHOil cepleyHON HEIOCTaTOYHOCTH B pPaHHEM BO3pacTe H
CMEPTHU Yepe3 HECKOIBKO HEJENb WU MecALes [96].

e [pPOJANiC MUTPAIBLHOTO KJIallaHa — BBIAEISIETCS B OTICNBbHYIO GopMy, Tak Kak y 2/3
nanueHToB ¢ nposancoM MK B pernone Benero ects rucronornueckue npusHaku AJIIDK [65];

e HeaputMmuueckas popma AJIIDK — y maimeHToB OTCYTCTBYIOT JKETy0YKOBBIC HAPYIICHHUS
pHUTMa IPH HAJIMYMHU JPYTHX KIMHUYECKUX U Mopgosornueckux npusHakos AJIIDK [79].

2. AIIIDK ¢ npeumywecmeeHHbIM 808IeHEHUEM TEB020 HCETYOOUKA:

e Kjaccuueckas OuBeHTpukyispHas ¢opma AJIDK: mpoucxoguT pacmpocTpaHeHHE
natoyioruaeckoro mponecca Ha JDK, uro B manpHelIeM BeaeT K Pa3BUTHIO OMBEHTPUKYJISPHOU
CepICUHOM HEA0CTATOYHOCTH [92];

e AJIIDK, ocnoxHeHHass MHOKapAMTOM: NOMHUMO THcToJoruyeckor kaptunel AJIIDK y
MAlMEHTOB OTMEYAIOTCS MPU3HAKK aKTUBHOI'O MHUOKAPJUTA, YTO CYIIECTBEHHO YXYIIAET MPOTHO3
[85], Baxxna nuddepennunanpHas nuaraoctuka ¢ JJKMIL.

HNannast kimaccupukanus HE TMPUMCHICTCS Ha TMPaKTUKE, a TaKkKe HE SBISICTCS
MaTOT€HETUYECKU WM KIMHUYECKH OOOCHOBAHHOM M CBOJIUTCS K OOBEIMHEHHMIO BCEBO3MOKHBIX
COCTOSIHMM, KOTOpble MOryT mnozapasyMmeBarb Hamuuue AJIDK, xpome Toro, Hanuuue
COITYTCTBYIOIIIETO MUOKAP/IUTA JOMYCKACTCS JTUIIb B OJTHOM U3 JIEBOXKEITYI0YKOBBIX OPM.

B ®akynbereTckoii TepaneBTHYECKON kinHMKe nMmeHu B.H. BunorpamoBa Ha OCHOBaHUH
aHajm3a TedeHus: 6one3Hu y 15 marmumenToB B 2012 1. ObUTIO MPEIJIOKEHO BBIACIATH CICAYIOIINE
dbopmel 3aboneBanus [3]:

1. Tunuunas (nameumuas apummudeckas) gpopma.

A. M3onupoBaHHas MpaBOKEIyJOUKOBask IKCTPACUCTOIINS O€3 MUOKapIuTa.

b. HeycroitunBas >xenyoukoBasi Taxukapaus 0€3 MHOKapIuTa.

B. M3onupoBaHHas MpaBOKETYIOUYKOBas SKCTPACHUCTONUS/HEYCTONYMBAS SKETyI0OUKOBas
TaxXUKapJUsi C MUOKAPAUTOM.

2. Pazeepnymas (apummuueckas) gpopma.

A. VYcroluuBas KeNyJOuKOBash TaxuKapaus Oe3 IujaTaliu IMPaBoOro JKelyJouka Oe3

MHUOKapIUTA.
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b. VYcroitunBas jkemyqoukoBas TaxWKapAWs C JWJIaTallMedl TpaBOro Kermymouka Oe3
MHUOKApUTA.

B. YcroitunBas xeny104koBasi TaXUKapAUs C MUOKAPAUTOM.

3. AIDK ¢ npoepeccupyroweii cepoeynoti HedoCcmamouHOCmbio.

A. M3onmupoBaHHas MPaBOXKEITyI0YKOBasI HEJOCTATOYHOCTh 0€3 MHOKapIUTA.

b. buBeHTpuKyIsipHAsk HEIOCTATOYHOCTh O€3 MUOKApUTA.

B. BuBeHTpuKkynsipHas HEAOCTATOYHOCTh C MUOKAPIUTOM.

JlaHHas kJaccu(UKanys MPEeACTaBISIETCS HaM HanOosee KIMHUYECKH M MaTOr€HeTHYECKU
000CHOBAaHHOM, OCKOJIBKY B HEH IMpPelyCMOTPEH Nepexo] K 0oJiee TSKENbIM BapuaHTaM BHYTpU
OJIHOIM (opMBI, a Takke OT OJHOW (QOpPMBI K APYroil M YUUTHIBAETCS HAIMYUE WIM OTCYTCTBUE
COMYTCTBYIOIIEr0 MUokapauTa. B to xe Bpems ¢ 2012 r. HaM yJanoch CyIIECTBEHHO PacCIIMPUTH
cobctBeHHbIN peructp nanueHTtoB ¢ AJIIDK, u mosBHMIMCH HOBbIE NaHHBIE, C YYETOM KOTOPBIX

HACTOSIIAs KITacCUPUKAIMS HYKIaeTCs B TOPAOOTKE U PACUIHPEHHH.

1.9. Benenue nanuenton ¢ AJIIIK

C momenta onucanust AJIIIK HakormjgeHo HeMano CBEACHHM O pa3IMYHBIX MOJIXO0JaX K
nedenuto AJIIDK, Bkmrouaronmx B ceOs Kak MEIUKAMEHTO3HBIC, TaK M XHUPYPTUUYECKHE METOJIBI.
TemM HE MeHee B CBSA3M C OTHOCHUTEIHLHO HEBBICOKOW PacIpOCTPAHEHHOCTHIO 3a00JIeBaHUS
PaHIOMHU3UPOBAHHBIX HCCIEIOBAHUN B ATOM OOJACTH MPAKTUYECKH HE MPOBOAMIOCH, MOITOMY
OOJIBIITMHCTBO HMMEIONIUXCS HAa CETOJHAIIHUN JCHh PEKOMEHJIAlU OCHOBAaHBI Ha pe3yjbTaTax
UCCJICIOBAaHUI-HAOIFIOICHU W MHEHHUSAX  OTICIBHBIX  JKCIEPTOB W  HUMEIOT  yYPOBEHBb
nokazarenbHocTH B u C [68].

[MarmenTs! ¢ nuarHozom AJIIDK nomkHbl HaOMIOATHCS BPAYOM-KapAMOJIOrOM Ha MPOTSKEHUU
BCEH KM3HU C IENbIO BBISBICHHS HOBBIX CUMIITOMOB 3a00JI€BaHUS U OLEHKU MPOTPECCUPOBAHUS YHKE
HUMEIOIIUXCS KITMHUYECKUX TposiBIieHus. KpaiiHe BayKHO OCYIIECTBIISITh JUHAMUYECKOE HAOII0ICHUE 3a
BBIPQYKEHHOCTBIO JKEJTYI0YKOBBIX HApYIICHUN pUTMA M CUCTOIMYECKONW (DYHKIIMEH MPaBOTrO U JIEBOTO
JKEITYJJOYKOB, MOCKOJIbKY YXYIIICHHE 3THX MapaMeTpoOB MOXKET MoTpedoBaTh nepeoreHkn pucka BCC
1 U3MEHCHUS TAKTUKU BEJACHUS OOJILHOTO.

O6cnenoBanne manueHTa ¢ AJIIDK mommkHO BKIFOUaTh B ceOst [68]:

e OKI B nokoe B 12 oTBEACHUSIX;

e cyrouHoe MmoHuTopupoBanue IKI o Xonrepy;

e TpaHcropakaibHyto 9XO-KT';

® Harpy3ouHyr0 MpoOy (C IeNbl0 BBISBICHUS JKEMyJAOYKOBBIX HApyIICHUH pHUTMA,

POBOLUPYEMBIX (PU3UYECKON HArPy3KOi).
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JlaHHBII HaOOp WCCIENOBAHWN PEKOMEHIOBAaHO BHINMOJNHATH OMWUH pa3 B 1-2 roma, B
3aBUCUMOCTH OT BO3pacTa IAlMEHTA, CTENEHU BBIPAKEHHOCTH CHUMIITOMOB U TSKECTU TEUCHHUS
3a0oseBaHus [68].

CornacHo Pexomenpanusm mo BeaeHuro naruentoB ¢ AJIIDK ot 2015 r. [68], 2raenbimu
uenamu jiedeHus AGAAMCA:

I. CHmwxkeHne cMepTHOCTH (KaK apUTMHYECKOW, TaK W B pe3yJbTaTe MPOTPECCUPOBAHUS
CeplIEYHON HEOCTATOYHOCTH).

II. TIpemoTBpamieHue MNpPOrpecCHpOBaHUsl 3a00JNEBaHUS, BEIYLIETO K pa3BUTHIO Yy
MAlMEHTOB IPaBOXKEIYJOUYKOBOM, JIEBOXKEIYJOUKOBOM WM OWUBEHTPUKYJSIPHOU CEpIACUHOM
HEJOCTATOYHOCTH.

III. YMeHblIeHUE BBIPAXKEHHOCTU KIMHUYECKUX MPOSBICHUNA M YJIy4YIICHUE KadyecTBa
JKU3HU 32 CYET yCTpaHEHUS (MM YMEHBIICHHSI YacCTOThI) OIIYIICHUH apUTMHUYHOTO/y4aleHHOTO
cepaueobuenus, snu30110B KT, cpadbareiBannii UKJ]] (kak agekBaTHBIX, TaK U HEAJCKBATHBIX ).

IV. CHmwxkenue QyHKIIMOHAIBHOTO KJIacca CepJeYHON HETOCTATOUHOCTH.

Jleuenne mammentoB ¢ AJIIDK — Hempocrtas 3amada, xotopas TpeOyeT KOMILJIEKCHOTO
MOJX0J]a C YYETOM WHAMBHIYAIbHBIX OCOOCHHOCTEH MAIMEHTOB M BKJIIOYAET B ce€0s KOPPEKIUIO
o0pa3a )KM3HH, METUKAMEHTO3HOE U XUpyprudeckoe (BblnoaHeHue karerepHoit PYA, nmmnanranus

HK]I, TpancrutadTarus cep/ma) JeueHue.

1.9.1. HemenqukameHTO3HOe JeuyeHHe nanueHToB ¢ AJIIIK

N3BecTHO, UTO CYIIECTBYET YETKAasl CBSI3b MKy MHTEHCUBHBIMH (DU3MYECKHMH HATPy3KaMH
u yBennueHreM pucka BCC y nammentoB ¢ AJIIDK. TIponemoHCTprpoBaHO, 4TO COPEBHOBATEIbHBIC
BUJIBI CIIOPTAa C BBICOKUM YpOBHEM (PU3UYECKHX HArpy30K M JJIUTEIHHBIMH TPEHUPOBKAMH
yBenuuuBaT yactotry BCC B mare pa3 [57]. Kpome Toro, peryinsipHbie 3aHATHS CIHOPTOM Yy
nanmeHToB ¢ AJIIDK BenyT k Gomnee TshkenoMy TedeHHIo 3a0osieBaHus, yBennueHuto pucka KT u
@)X, BO3HMKHOBEHHMIO M IPOTPECCHPOBAHMIO cepAeuHOM HemocrarouHoctn [111, 171].
[lenecooOpa3Ho peKOMEHIOBaTh MalMeHTaM ¢ AocToBepHbIM auarHo3oM AJIIIK oTkaszatbes ot
y4acTusi B COPEBHOBATEIbHBIX BUAAX CIOPTA, a TAKXKE B BUIAX CIOPTA, TPEOYIOLUX BHIHOCIUBOCTH
(xmacc 1). HexenaTenbHBI 3aHITHS JIETKON aTJIIETUKON B JIFOOOM BHJIE, 32 UCKIIOYCHHEM aKTUBHOTO
OT/bIXa C HHU3KOW HWHTEHCHBHOCTHIO (u3mdeckux Harpy3ok (kmacc Ila) [68]. Kpome Toro,
OTPAaHWYEHUE YYacCTHS B COPEBHOBATENIbHBIX BHJAX CIIOPTAa MOXHO NOPEKOMEH/IOBATHh 4JICHAM
cemeit mamueHtoB ¢ AJIIDK 06e3 kiIMHUYeCKHMX WPOSBICHUN 3a00NeBaHUs: KakK 30POBBIM

HocuTesiM MyTtanui (kiace Ila), Tak u nuaM ¢ Hem3BecTHBIM reHoTumnoMm (kiacc I1b) [68].
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1.9.2. MeauKkaMeHTO3HOE JIeUeHHEe

MemukamenTo3Hoe JedeHne manweHToB ¢ AJIIDK Bxmowaer B ceOsd Ha3HAYCHHUC
AQHTUAPUTMHUYECKUX NIPENaparToB, J-0J0KaTOPOB, a TAKkKe MHIMOUTOPOB aHTMOTEH3UHIIPEBPAILAIOIIETO
depmenta (AIID) (umm OIOKATOPOB pEUENTOPOB aHTHOTEH3WHa II) W IUypeTHKOB B paMKax
JIEYEHHUSI CEpJICUHON HEOCTaTOYHOCTH [68]. BO3MOXKHO Ha3HaueHHE NEePOPaIbHBIX AHTUKOATYJISTHTOB

IIPY HAJIMYUU COOTBETCTBYIOIIUX MOKa3aHUMM [68].

Anmuapummuueckue npenapamaol

Lenbto anTMapuTMHyeckod Tepanuu y mnauueHToB ¢ AJIIDK sBustores yiydiienue
KagecTBa *u3HM M npoduiaktika BCC myTem npemoTBpalleHusi *KeilyIO0YyKOBBIX HapylIeHUN
putMa. OneHka 3(p(EeKTUBHOCTH Pa3IUYHBIX aHTUAPUTMHUYECKUX MPENapaToB CII0KHA, IOCKOJIBKY
s manueHToB ¢ AJIIDK xapakTepHbl yacTble CMEHA MPEenapaToB U Koppekuus ux no3 [120, 207].
JlocTynHas mHpOpManus OrpaHMYEHa HCCIENIOBAHMUAMHU «CIIy4al-KOHTPOJIbY», PETPOCIEKTUBHBIM
AQHAJIU30M, KIMHUYECKUMH PETUCTPaMH.

[lepBoe Oombioe WCCIEAOBAHUE, MOCBSIICHHOE W3YYCHHIO S((GEKTUBHOCTH PaA3IUIHBIX
KJIaCCOB aHTHAPUTMHUUECKUX MpenapatoB y nanuenToB ¢ AIIDK 6suto mposeneno R. Wichter u coasr.
B 1992 r. MakcumanbHO 3(h()EKTUBEH OKa3aJCsl COTaNION KaK y MAIMEHTOB ¢ MHAYLUPYEMOH, TaK U C
HenHxyuupyemoit KT (68% u 82%, cOOTBETCTBEHHO), MPEUMYIIECTBEHHO B J03aX 320480 mr/cyT.
Makcumanbhble 7036l Jocturanu 640 wmr/cyt. Ilpm sTomM oTMedanuch Xopolas HEepeHOCHMOCTb
mpernapara W OTHOCHTEIBHO HEOONBIIOE KOMMYECTBO MOOOUHBIX 3(DdekToB. DPheKTHBHOCTH
amHo/iapoHa cocTtaBuia Bcero 15,4-25%, a antuapurmuku | knacca okazamuch 3QQEeKTUBHBI JUILIb Y
14,8-18,5% mnanuentoB [207]. [lo gaHHBIM JOPYroro MCCIECIOBaHUS, MPOBOAMBIIETOCS HECKOJBKO
nozxke, y marmertoB ¢ AJIIDK ¢ MK/, Beicokas 3¢hQeKTHBHOCTH OTMeuanach y KOMOWHAIHH
KopapoHa ¢ [-OlokaTopamu: yMeHbIIadach YacToTa cpadarbiBaHui, st KynupoBanus JKT dare
OKa3bIBAJIOCH I0CTATOUYHBIM PUMEHEHNE AaHTUTAXUKAPIUTHIECKOU cTuMyJisiuumu [120].

B 2009T. Obio mpoBemeHO emie OMHO JOBOJBHO MacliTabHoe uccienoBanwe (n = 95),
pe3yabTaThl KOTOPOrO MOXHO Ha3BaTh IPOTHBOIOJIOXKHBIMU HccienoBannio R.Wichter. Beiio
HPOJIEMOHCTPUPOBAHO, YTO HH COTaJoN, HU [-OJIOKAaTOphl HE OOECTeUMBAIOT JOJDKHOM 3alllUThl OT
AKHU3HEYTPOXKAIOIIMX HApyIICHU PUTMa, a COTalOJ, HAlPOTUB, YBEIWYMBAET MOTEHLIMAIBHBIA PUCK
BosHukHOBeHUsT JKT [135]. Cromb pasHbie pe3ysbTaThl MOTJIHM OBITH OOYCJIOBJICHBI TEM, YTO JO3bI
COTaJI0JIa B JAaHHOM MCCJIEIOBAaHUU OBbLIM 3HAYMUTEIBbHO HIKE, Hexenu y R. Wichter, u B ocHOBHOM He
npesbimany 240 mr/cyt. Hanbomnee s¢dekTiBHBIM OKazancs amuofapoH B jpo3ax 200400 wmr/cyr.,
KOTOPBIN JOCTOBEPHO CHHUKAJ KOJTMYECTBO KIIMHUYECKU 3HAUUMBIX apPUTMHUYECKUX COOBITUIL, IPU 3TOM
aMHOJapoH Noyyasy Juib 10 yenoBek u3 95 60IbHBIX, BKIIOYEHHBIX B 3TO HccnenoBanue [135].

Bonpoc 06 ontumanbHON aHTHapuTMHUecKoi Teparnuu y narnuentoB ¢ AJIIDK ne tepser

CBOEH aKTyaJlbHOCTU U MO-NPEKHEMY OCTaeTcs OTKpBITHIM. He u3yuanuch ocoOeHHOCTH moadopa
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AHTHAPUTMUYECKON Tepamuu B 3aBUCUMOCTH OT KimHH4Yeckod ¢opmbr AJIIDK. CormacHo
Pexomennmamusim o BeaeHuro nanueHtoB ¢ AJIIDK ot 2015 r. [68], anTHapuTMUYecKas Tepanus
ucrnosb3yercs B kadectBe ponosHutenbHor k MK/ tepanun y maumentoB ¢ AJIIDK ¢ gacteiMu
aZeKBaTHBIMU  cpabarbiBaHusiMu  ammapara  (kmacc [).  Taxke  BO3MOXKHO — Ha3HAYCHHE
AHTHAPUTMUYECKUX TpernapaToB B KAa4eCTBE CPEACTBA ISl YMEHBIICHHS BBIPAKECHHOCTH
KIMHUYECKUX CHMIOTOMOB Yy TAIUEHTOB C YacTOM JKEIyJOYKOBOW JKCTPACUCTOJIIMEN U
HeycroitunBoit KT (kmacc I1a). Kpome Toro, antuaputrMudeckasi Tepanusi MO>KET pacCMaTpUBaTHCS
KaK JIOMOJIHUTEBHOE JICYCHUE B COUCTAaHWM C KareTepHoi abmammei y manuentoB ¢ AJIIDK 6e3

UK/ ¢ peunauBupytromieit remogunnamuaecku cradmisHon XKT (xmacc 116) [68].

p-0610Kamopol

[lokazanus k HasHaueHHio [-O6mokaropoB mpu AJIIDK ocHoBaHbl Ha WX OKa3aHHOMN
3¢ HeKTUBHOCTH ISl TIPEIOTBPALLECHUS JKEITYJOYKOBBIX apUTMUI, TPOBOIMPYEMBIX (PU3HUECKHUMHU
Harpy3kamu [213], u Ha X g0Ka3aHHON 3(PPEKTUBHOCTH B JICUCHUH CEPJCUYHON HEIOCTATOUYHOCTH,
a TaKKe Ha MOTEHUHAJIbHOW CIIOCOOHOCTH MPEMsITCTBOBATH IMPOTPECCUPOBAHHIO 3a00JIeBaHUs
INyTeEM YyMEHbILIEHUS HEraTuBHbIX BoznedcTBUM Ha creHky IDK [57,69, 111]. Hccnenosanus,
NIOCBSAIICHHBIE HEMOCPEJICTBEHHO CpaBHEHUIO S()()EKTUBHOCTH pa3NUYHBIX [-0JO0KaTOpOB B
nedyennn nauueHtoB ¢ AJIIDK, orcyrcrtByroT. EcTh naHHBIE, YTO aT€HOJION MPEBOCXOIUT IIO
3¢ (HeKTHBHOCTH METOMPOIIOI, OUCOMpoon U KapBeawnon [135], oqHako Henb3s UCKIIOYUTH, YTO
€ro MoJlyyaau MEHEe TsHKEJbIe MalMeHThl C HU3KUM PUCKOM BHE3aIHOM CMEPTH.

Ha ceronusmnuii neHs Ha3HaueHue P-01okaTopoB pekoMeHaoBaHo mamueHTam ¢ AJIIDK ¢
peunnuBupytomeit KT, anekBatHbiMu cpabatbiBanusmu MK/ n HeamekBaTHBIMU cpabaThIBAaHUSIMU
HK]], oOycnoBIEHHBIMH CHHYCOBOW TaxWKapauel, HaIKelyJI0YKOBOW TaxuKapauehd wiu
bubprIIAIMe/TperneTanueM MPEACepANiA C BBICOKOW YaCTOTOM KEITyJAOYKOBBIX COKpAIIeHUH
(xmacc I). B memom, Ha3zHaueHue [B-0J0KATOPOB IOJKHO OOCYXIAThCS ISl BCEX ITAIIMEHTOB C
AJIIDK, He3aBHCHMO OT HAIMYUS WA OTCYTCTBUSA aputMmuH (kiacc [la). OOmenpuHAThIM SBISICTCS
UCTIONB30BaHue [-0mokaTopoB 0e3 BazoaunaTHpyomiero 3¢pdekra B MaKCUMAIbHO MEPEHOCUMBIX

no3ax [68].

AHmuKoazynaHmuan mepanus

TpomOoambonndeckue ocnoxkHeHus: y marueHToB ¢ AJIIDK BcTpeuaroTcss Heuwacto, He
Oonee yem 4% mnanuentoB. dakTopamMu pucka oOpa3oBaHHs BHYTPHCEPACUHBIX TPOMOOB Yy ITHX
oompHBIX sBIstoTcs aunatanust [DK u JIK co cHmxkennem ux ¢pakiuu Beiopoca, aneBpusMbl 11K,
a TaKXKe JIOKAJIbHbIE HAPYIICHUs] COKpaTUMOCTH. YacTtora TpoMOOIMOOIMYECKUX OCIOXKHEHUH Yy
MAalMeHTOB cO 3HauuTenbHBIM YyBenuueHueM I[DK cocraBmser 0,5% B ron (CpemHuii mepuon
HabOmoaeHns 99164 mec.) [212]. Ha3znauenne nepopaibHBIX aHTHKOATYJISTHTOB TIOKAa3aHO TAIMEHTaM C

AJIIDK ¢ BepuduiupoBaHHBIMH TpOMOaMH B TMOJOCTAX CepAla HIH TPOMOOIMOOIMYECKUMHU
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ocinoxHeHussMu  (knacc I).  [Ipodunakthyueckoe Ha3HAYCHUE AHTUKOATYJISIHTHOW — Tepanuu
MalyeHTaM ¢ JulaTalieil Wik HapyIIeHHeM JIOKaJbHON WM rio0anbHoi cokpatumoctu JDK wmm

[TX ne pexomennoBano (knacc III) [68].

1.9.3. Xupypruueckoe JjiedeHue

Xupypruueckoe jeueHue mnauneHToB ¢ AJIIDK Bkmtowaer B ceOs Takue MeETONbI, Kak
UMIUTaHTaLus KapauoBeprepa-aepudpumiatopa, PHA apuTMOreHHBIX 0YaroB M TpaHCIUIAHTALUA
cepaua [68]. [Ipumensiemble paHee METOIbI JIEUEHMSI, TAKME KaK BEHTPUKYJIOTOMUSA U tutactuka [DK
MIAPOYaNIe MBIIIIEH CIUHBI, MPOAEMOHCTPHPOBAIN CBOIO HU3KYI0 3(deKTuBHOCT U B

HACTOSIIeEe BPEMs HE UCTIONB3YIOTCs [21].

Paououacmomnasn abnauus

[Tockonbky B ocHOBe matoreHe3a AJIITK mexut ouaroBoe GpuOpo3HO-KHPOBOE 3aMEIICHHUE
muokapna I[DK, cozmaercss OnarompusTHbIA cyOcTpaT MAJii BO3HHUKHOBEHHS KENyJIOYKOBOMN
taxukapauu. JKemymoukoBas Taxukapaus y mnamueHtoB ¢ AJIIDK, kak mnpaBuiio, sBisieTcs
MPOSIBIICHUEM MaKpO-pEEHTPU C LUPKYJSAIuEH BO30YKIEHUS BOKPYT mojieil Gubdpo3HO-KHPOBOTrO
3amemenus [72, 87, 93, 161].

Brimmonnenne PYA pexkomennoBano mamueHtam ¢ AIIDK ¢ pemmmuBupyromeit XT unu
4acThIMU aJIeKBaTHBIMU cpabaTeiBanusmu UK/, ecnu:

a) HedpdexTHBHA aJeKBaTHAs aHTHApUTMUYECKas Tepamus, BKIOYamas B ceds
amuonapoH (kmacc I);

0) Hea(ppeKkTUBHBI TIOOBIE AHTHAPUTMHYECKHUE TIPEeTapaThl, KpoMme amuoaapona (kimacc Ila);

B) MAIMCHTHI OTKA3BIBAIOTCS OT MPHUEMa aHTHApUTMUYECKHX IIpenaparos (kiaace IIb) [68].

Cnenyet ormeTuth, ytTo PYA y manuentoB ¢ AJIIDK cymiecTBeHHO OTianM4aeTcst OT TaKOBOM
y MAalUEHTOB C WIUONATUYECKOM JKEIyAOYKOBOW Taxukapaued. Y mnociaeanux PYA mno3Bosser
IPAKTUYECKH PaJUKaIbHO M3JIEUYUTh apUTMHIO, B TOM BpeMs Kak y mauueHtoB ¢ AJIIDK kpaiine
BBICOKA YaCTOTa PelUINBa KaK B CHIIy IPOTPECCUPYIOIIETO XapakTepa 3a00JieBaHus, TaK U B CBSI3U
¢ OOJBIIMM KOJTMYECTBOM apUTMOTEHHBIX ouaroB. Hepeako mns moctmxkenus sddexra Tpedyercs
MPOBEJICHUE TOBTOPHOM mnpouenypsl [42,72,87]. Tak, npoaeMOHCTPHUPOBAHO, YTO TOCIE
BbinoiaHeHust PYA (24 nmanuentam Obuto nmposeneHo 48 PUA) XXT orcyrecrBoBana y 75%, 50% u
25% narmenToB uepes 1,5 mec., 5 mec. u 14 mec. HaOIIOEHUS, COOTBETCTBEHHO.

Hpyroit ocobennocteio marmenToB ¢ AJIIDK siBisieTcst To, 4TO O4aru 4acTto pacroiaratoTcs
CyOdIuKapHanbHO, TaK Kak (PHOPO3HO-KUPOBOE 3aMEIICHUE TIPOUCXOIUT UMEHHO B HAMPABICHUU OT
SMMKap/a K SHIOKapIy, MOATOMY Hepeko sHmokapauanbHas PYA okaspiBaercst HeadextuBHa [93]. Y

narienToB ¢ AJIIDK, y KoToppix okazamach HedPQPEKTHBHOW OJHA WM Oojiee IMOMbITKA
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sHJoKapauanbHoi PYA, pekomenaoBaHo nmpoBoauth PYA snukapauanbHbIM 1ocTymioM (kiacc 1) [68].
Taxke BO3MOXXHO BBHITIOJTHEHHE KOMOWHHUPOBAHHOW ASHNIO-, snuKapauansHoi PUA. DddekTnBHOCTR
nono0Hoi mpoueayps! y namuento ¢ AJIIDK noBonbHO Beicoka, n JKT orcyrctByer y 83%, 76% u
70% TanMeHTOB, COOTBETCTBEHHO, uepe3 6, 12 u 24 mecsma Habmonenus [161]. Beibop manHOTO
MO/IX0/1a B KAYECTBE M3HAYAIILHOM TaKTUKU npoBeAcHusI PUHA peKoMeHI0BaH JIMIIb B TOM CIIy4ae, €CIIH
B JAHHOM KOHKPETHOM MEIMIIMHCKOM YUPEKICHUN UMEETCS OIBIT BBITIOJIHEHUS 3TOI0 BMEIIATEIHCTBA
y narmeHToB ¢ AJIIDXK (kmacc Ila) [68].

Baxno otrmeruts, uto PYA He sBuserca anprepHatuBod wummiaantauuu MWK s
npenorspauienuss BCC (kmacc III). PHA Bo3MOXkHO paccMaTpuBaTh Kak TEPANUIO ME€PBOM JIMHUN
TG JUTst OTAeNbHOM rpynsl nanueHToB ¢ AJIIDK 6e3 UK/ ¢ remonunamudecku cradmibHoi KT
OJIHOI MOP(OTIOTHH, PE3UCTEHTHON K MeuKaMeHTo3HoM Tepanuu (kiacc [Ib) [68].

Nudopmanust otHOCUTENBHO ocoOeHHOCTe u 3ddektnBHOCTH PYA y mNanueHTtoB ¢
paznmuunbiMu KauHUYeckuMu (popmamu AJIIDK, a taxke y OonmpHbIX ¢ coueranuem AJIIDK u

COMYTCTBYIOIIETO MUOKAPANUTA B JINTEPATYpPE OTCYTCTBYET.

Hmnnanmayusa kapouosepmepa-oegpuopunnamopa

Haubonee nanexxusiM ciocobom npodunaktiku BCC y manmentos ¢ AJIIDK Ha ceromnsauit
nensb spsierca UK. DddexTrBHOCTD M 6€30MacHOCTh 3TOro MeToja ObUTH MPOJEMOHCTPUPOBAHbI B
nenaoM psane uccnenopanuit: Hammuue MK noctoBepHo yiyumiaer ucxon y mamueHtoB ¢ AJIDK ¢
BbicokuM prckoMm BCC [30, 59, 61, 208]. I1o pa3HbiM n1aHHbIM, y 48—78% MallMeHTOB OTMEUYaETCsl, Kak
MUHHUMYM, OJIHO ajiekBaTHOe cpalatbiBaHnne VK]l B Teuenue cpenHero neproaa HabMOAECHUS OT 2 10
7 net [174]. Ectb naHHbIE, YTO «3JIEKTPUUECKUN IITOPM» TAaK)K€ HEPEAKOE SBJICHUE y MAllUEHTOB C
AJITDK [68], omHaKO KOHKPETHBIX CBEIACHUI O YacTOTE Pa3BHUTUS ATOr0 ()eHOMEHA B JIUTEPAType
OOHApY>KUTh HE yIAJIOCh.

OCoOeHHOCTBIO BCEX MCCIIEIOBAaHMM, MOCBSILEHHBIX M3y4deHuio (pyHkumoHupoBanus MK] y
narieHToB ¢ AJITDK, siBisieTcst TO, 94TO MO 3TUYECKUM ITPHYUHAM HEBO3MOXKHO (DOPMUPOBAHKE TPYTIITHI
cpaBHeHus u3 narueHToB 6e3 UK. [Toaromy st Toro, 4ToObl paccunTarh, HacKoabko Hammuue K]
YBEJIMUMBAET BBDKMBAEMOCTb, YCIOBHO IMPHHATO NMPHUPaBHUBATh K CMEPTU SMM307bI CpadaThIBaHUS
UK s xynmupoBanust 6sicTpoit KT (6onee 240 yn./mMun) u @XK, MOCKOIBKY B CIydae OTCYTCTBHS
UKl nomoOHble HapylleHHs pUTMa MOTJM ObI C BBICOKOM J0J€H BEPOSITHOCTU TPHUBECTH K
cMmepTenbHOMy ucxomy [59, 61,208]. [lo pesymbraram camoro MacmraOHOTO MYJIBTHIIEHTPOBOTO
uccieoBanus BebkUBaeMocTh npu otcyteTBuM MKJL coctaBuna 61 72% B Teuenue 36 mec., B TO
BpeMs Kak (pakTuueckasi BBKUBaeMocCTh coctaBmiia 98% [59]. Hamuuue VK]] yBennunino pacueTHyro
BbDKHBaeMOCTh Ha 26% [59]. Tlo pesynbraram camoro OOJIBIIIOTO OJHOIICHTPOBOTO HCCIICIOBAHHS
YBEJIMUEHUE PACUETHOM BbDKMBaeMocTu coctaBwio 23%, 32% wu 35% wuepe3 1, 3 roma u 7 ner
HaOmoaeHus, cooTBeTcTBeHHO [208]. DTW pe3ynpTaThl OBUTM TOATBEPXKACHBI B CEPUH APYTUX

myOJMKaIMid, B KOTOPBIX aJeKBaTHbIe cpadaThiBaHus oTMedannuch y 30-50% mnanuentoB [68]. Bpems
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mexny umrmiadtaiueii MK u mepBeiM cpabaThiBaHneM y OOJIBINEH YacTH TMAIMEHTOB COCTABIISCT
6onee 1 roga, camblii OOJBIION BpEMEHHOM MPOMEXKYTOK cocTtaBui 5,5 rona [ 174]. [IporHo3 narueHTos
¢ AJITDX Bo MHOTOM 3aBHCHT MMEeHHO OT Haymuust MK/ [99].

[ToMumo oueBuaAHOM MONB3bI 0T UMILTaHTauuu UKJI Bo3MoxkeH u pan ocnoxHeHui. Yactora
OCJIOKHEHWI, CBSI3aHHBIX C AJIEKTPOJaMH/yCTPOHCTBOM M HEeaeKBaTHBIMU cpabarbiBanusmu MK/,
coctaBisier 3,7% u 4,4% B roa, cooTBeTCTBEHHO [174]. BpimensioT paHHUE U TO31HHE
ocioxHeHus1. K paHHUM OTHOCSITCS TEXHUYECKHE CIOKHOCTH MPU MO3UIIMOHUPOBAHUU JIEKTPOIOB
(otmeuaercs y 18,4% mnanuentos [174]): B cuily TOro, 4To B X0Ji€ MPOTPECCUPOBAHUS 3a00IEBaHUS
MPOUCXOAUT ouaroBoe (GpuOpo3HO-kHpoBoe 3amemnieHue Muokapaa DK Bo3MoxkHBI mepdopanus
muokapaa IDK, pa3peiB aneBpusmbl [DK, HeamekBaTHasi 4yBCTBUTEIBHOCTH JJIEKTPOJA IpHU
noraianuu B ooacts pyoma [170].

Crnenyromieit 0COOEHHOCTBIO SBJISIETCS MOJIOJION BO3PACT MAIMEHTOB, MIOATOMY y HUX BEJIMK
PHUCK Pa3BUTHS MO3THUX OCIOXKHEHHM, OOJNbIIas YacTh U3 KOTOPBIX TAK)Ke CBSI3aHA C ANEKTPOJAMU:
HapymieHne padboTsl AeKTPoaoB (9,8%), mucnozumms 3aexrpoaa (3,3%), uadekus (1,4%) [174].
K mo3gHuM OCHOXHEHHSIM psJ aBTOPOB OTHOCUT W HeaJeKBaTHbIE CpalaThIBaHUA ammapara,
KoTopeie mpoucxoaar y 10-25% mnamuentoB. OHu Oosiee XapaKTepHBI AJIE MOJOIBIX OONBHBIX H,
KaK MpaBUII0, 00yCIIOBIIEHBI CHHYCOBOM HIIM TpecepaHon Taxukapauei [122, 210]. Kpowme Toro, y
nanueHToB ¢ UKJl oTmeyaroTcs CHUKEHUE KayecTBa >KU3HHU, IOBBIIICHUE YPOBHS TPEBOTH,
HapyIICHUS CHa, B cBs3U ¢ yeM narmentaM ¢ K] »xenatenbHo HabmogaThes y meuxosora [175].

[Tpu Benennu nanmenta ¢ AJIIDK kpaifHe BaKHBIM 3TaroMm SIBISIETCS CTpaTH(UKAIMS pUCKa
HeOmaronpusaTHeix ucxonoB (BCC, pasButne XK, cpabareiBanme WK]| wim HE0OXOIUMOCTH B
CBEPXYaCTOM CTUMYJISALMU JUIs KynupoBaHus snu3oaa KT, TpaHciianTanus cepaua, CMEpTh OT IPYTUX
npuunH). DakTopbl pucka ObBUIM BBISIBICHBI HAa OCHOBAaHMM JAHHBIX Pa3IMYHBIX MCCIIECOBAHUH,
MOCBSIIIEHHBIX aHAJIN3Y MPEIUKTOPOB HEOIAronpusATHBIX coObITHH Y arenToB ¢ AJITDK.

Jlonroe BpeMsi OTCYTCTBOBAJIM YETKHE IMOKa3aHWs K WMIUIaHTarwu OonbHbIM ¢ AJITDK,
omHako B 2015r1. B Pexomenmamusax mo sedennio AJ[IIDK Obutm 03By4YeHBI TIOKa3aHWMS,
paszpaboTaHHbBIE TPYNIION YKCIEPTOB B NaHHOW obnactu [68]. [larueHTOB MpeaioskeHO pa3ieiIuTh
Ha TPH TPYIIIBI PUCKA!

1. I'pynna evicokoco pucka. Y HaHHOW TPYIIbl MALHEHTOB PHUCK >KU3HEYTPOKAIOIINX
apUTMHUYECKUX cOOBITUH cocTaBisieT 6onee 10% B rox, u monb3a ot umiutantanuu MK/ y takmx
00abpHBIX MakcuManbHa [59, 123, 205]. B a1y rpynmy BxoasaT nauueHtsl ¢ ycroiuusoi KT, ®K,
OCTAHOBKOH cep/lla B aHaMHEe3€e, a TaKKe ¢ TshKelaol cucronuueckoi nuchynkuueit [DK, JOK wn
o6oux xenynoukoB (OB menee 35%), He3aBUCUMO OT HaMW4UMs HapyieHui putma [59, 108, 121].

2. I'pynna cpeonezo pucka. Puck BCC cocraBnser 1-10% B roa. Y manueHTOB JOJDKEH

npucyTcTBOBaTh | M Oosee «OonmbmIoil» (hakTop prucka (CHHKOIE HESCHOTO TeHe3a, HeyCTOWYHBast
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JKEITYJIOUKOBasi Taxukapaus, ymepeHHas cucrtomnueckas auchynkuus [DK, JDK wmm oGomx
xenyaoukoB (OB 36-45%)) unu sxe oauH U3 «Manbix» gpakTopoB pucka [30, 61]:

e My>kcko# moi [31, 169];

e KOMOMHHpOBaHHas (KOMMAyHA-MyTallds) WIM TUTEHHAs MYTAllMd B TETEPO3UTOTHOM
COCTOSTHUM B FeHaX, KOAUPYIOMIHNX Oenku gecmocoM [169];

e JIMarHO3 MOCTaBJEH B MOJIOJOM Bo3pacte [59, 123];

e TIANMEHT siBNsieTcs mpobangom [31];

e cnyvau, korma npu ODU Bo Bpems HpOrpaMMUPYEMONl CTUMYJISIIUUA KETYIOYKOB
yaanock uaaynupoBath KT, @X [30, 208]. XoTs maHHBIA BOMPOC SBISETCS AUCKYTaOETbHBIM B
OTHOIICHUHU BIUSHUS 3TOTO aKkTopa prcka Ha MPOorHo3 [68];

e HAIMYHE JICKTPOAHATOMUYIECKOTO «pyOra» [142];

e TIOSBIICHUE OTPHUIATENILHOTO 3yOma 7 Oojee 4eM B TpeX TPYAHBIX OTBEICHUSX WU
nosienenue ero B 11, III, aVF (kak MuHMMYM, B IBYX U3 TPEX YKa3aHHBIX CTAaHIAPTHBIX OTBEICHU)
[31, 59, 172];

e Hu3kui BonbTax QRS [172];

e pacmieruienue komruiekca QRS (3a3yOpunbl B Hadane komiuiekca QRS, Ha ero Bepmimae
WIW B HIDKHEH 9acTu 3yOria S, mubo B oTBeieHnn V', 1100 B IBYX U OoJee Apyrux orBeAeHusx) [172].

3. I'pynna nuskoco pucka. Puck BCC He npesbimaer 1% B roa. B 3Ty rpynmy BXozsT
OECCUMIITOMHBIC MAIMEHTHI 0€3 (PAKTOPOB PUCKa, a TAKXKE 3I0POBbIE HOCUTENH reHa [61, 68].

Ha cerognsmnmii gens pexkomenganuu no uMmmiantaunu MK/ nanpenram ¢ AJAIDK 3Byuar
CJIeTyIOIIAM 00pa3oMm:

o ummutantaims UK pexomenoosana maumentam ¢ AJIIDK ¢ 1 u OGomnee snuzonom
reMoJnHaMu4ecKky HecTaOmibHOU ycTounBoi KT nnm XK B anamuese (kimace 1);

o ummutantaims UK/l pexomenoosana nanmentam ¢ AJIIDK ¢ Tspkenol cucTOIMUecKOi
muchynkimert [DK, JIK nian 060ux »KenyJ0u4KoB, HE3aBUCUMO OT Hau4ust apuTMuii (kiacc 1);

o wumruiantanus UK oonoicna 6vimo paccmompena mnst naruentoB ¢ AJIIDK ¢ 1 u Goiee
AMHU30/I0M TeMOIMHAMUYecKu cTabmibHON yeroitunBoi KT B anamuese (kiace Ila);

o wummuantaiuss UK oonocna 6vimv paccmompena nis NalUMEHTOB € «OOJBIIMMM
dakTOopamMu puCKa, TAKUMU KaK HEOObICHUMBIE OOMOPOKH, YMEpEHHAs AUCHYHKIUS KellyI0UKOB,
Heycroiuusas KT (xkmace Ila);

o wmrutantarmss MK/ mooicem Ovime paccmompena mis mampentoB ¢ AJIIDK ¢ «Manbivin
(pakTOpamMu prCKa MOCIIe TIATETILHOrO 00CYKICHHS OTAATEHHBIX pUCKOB U 1oib3bl oT MK/ (kmace 11b);

o mnpodunaktuueckast umrnantauus UK/ we pexomenoosana 6eccuMnTOMHBIM NallUeHTaM

¢ AJITTXK 6e3 dakTopoB prcka uiu 370pOBbIM HocuTesiM reHa (kimace I11) [68].
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Tpancnaanmayus cepoua

TpancmnanTanus cepaua BoinonHsercd nauentam ¢ AJIIDK B ToMm citydae, eciu pa3BuBaeTcs
pedpakTepHass OMBEHTPUKYJSpHAs  CepA€YHas  HEAOCTaTOYHOCTh WM  HEKOHTPOJIUpPYEMBbIe
YKUZHEYTPOXKAIOIIUE KEITyIOUKOBbIE HAPYLICHHsS] PUTMA, HE MOJJIAIOMIMECS] HU MEAMKAaMEHTO3HOM
KOPPEKLIMU, HU XUpyprudyeckoMmy jedeHuto [194]. EcTb naHHble, 4YTO TpaHCIUIAHTalMs CepALa
TpeOyeTcsi TOCTOBEPHO Yallle TeM MaIeHTaM, Y KOTOPBIX BBISBIEHO 2 U 0oJiee MaTOT€HHbIE MYyTallUH
[29, 42]. D10 00BsCHSIET TOT (PaKT, 4To y OOJBIIEH 4YacTH MAIMEHTOB, KOTOPHIM MOTPeOOBAJIOCH
BBINIOJIHEHNE TPAHCIUIAHTAllMM Cepllla, OTMEYalCh paHHUNA Je0loT 3aboneBaHus M ObICTpoe
NpOrpeccCUpoBaHKE CUMITOMOB [29, 192].

Ha cerognsimiHuii eHb CyIIECTBYeT €IMHCTBEHHBbIM peructp naunumeHtoB ¢ AJIDK ¢
TpaHCIUIaHTauen cepana. OH HacuuThIBaeT Beero 18 yenosek. JIByM TpeTsM NalMEHTOB ONEpALIMs
Obla BBIMOJHEHA B CBS3M C pedpakTepHON cepAeyHO HENO0CTaTOYHOCTHIO, TPETH — B CBSI3U C
YHOOPHBIMU HapyuieHussMu putma. CpeaHuil BO3pacT NAUUMEHTOB HAa MOMEHT BBINOJIHEHHS
TpaHCIUTaHTaIMu cepana coctapmi 4014 e, a Bo3pact Ha MOMEHT AeOroTa 3a0oneBanus — 24+13
net. OAHOJIETHSSA BBDKMBAEMOCTh MOCHE omnepanuu paBHsuiach 94%. BbDKHBaeMOCTh B TEUYEHHUE

BCET0 Mepuoja HabroieHus 3a maruenTaMu (B cpeanem 6,2+4,8 rona) cocrabmia 88% [192].

1.9.4. Bo3M0KHOCTH NIMTeHETHYECKOH Tepanuu

B 2014 r. BmepBeie ObLIM OmMyOJMKOBaHBI JaHHBIE O paspaborkax neuenus AJIDK,
HAIpPaBJIEHHOTO0 HA YCTpaHEHHUE MOCIEeACTBUN MAaTOTHEHHBIX MyTaluil Ha OMOXMMUYECKOM YPOBHE
(T.H. snureHeTudeckor Tepamuu) [100]. B ocHOBe JEKHUT MCHOJBb30BaHUE WHTHOMTOPOB KHUHA3BI
rkoreH-cuHTasel  (GSK3B). Kwnaza riIMKOreH-CMHTa3bl MpeACTaBisieT coOoit  depMeHT
BHYTpUKJIETOYHOro peryistopHoro mytd WNT, yuacTtByromuid B kackaae QochopunupoBaHus
pa3nmuuHbIX OENKOB, B 4acTHOCTH [-kaTeHWHA. B pesynbrare dochopriupoBaHus MOCIETHETO
3alycKaeTcss MpPOIECC €ro Jerpajaly IOJA BO3JEHCTBMEM YOWKBHUTHHA, BCIEJICTBUE YETO
HapylIaeTcsd TMpoIecc Peryasiud AKCIOPECCHMH TEHOB, OTBETCTBEHHBIX 32 HOpPMajbHOE
dbopMupoBaHue AecMOCOMHOT0 KomIuiekca [49, 100].

B Heckonpkux skcnepumeHTanbHbIX Monensx AJIIDK ¢ ucnonb3oBaHueM poIOBI-3€0pbI U
MBbIIIeH Obla HarjsaHa npoaeMoHcTpupoBaHa poiab GSK3P B marorenese storo 3aboneBanus. Y
3n0poBbIx ocobeit GSK3PB paBHOMEpHO pacmpeneneHa B LUTOMIA3ME KIETOK, B TO BpeMs Kak Y
xuBOTHBIX ¢ AJIIDK oTmeuanocs mepepacnpezneneHue 3Toro (epMeHnta B 00J1aCTh BCTaBOYHBIX
JIICKOB, KOTOpBIE U ABIIAIOTCS MueHbto ipu AJIIDK [19, 49].

Hcnonb3oBanue unruobutopa GSK3B SB2 (nonHoe Ha3BaHue Moiekyisl — SB216763) y

meimei ¢ AJIIDK (ObU1i co3maHbl TMHUHM C MyTAallUSIMH B T€HAX IUIAKOTIIO0WHA, TUTakoQuInHA U
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JIECMOTJIEMHA) TIPOJIEMOHCTPUPOBAIIO YMEHBIIEHUE BBIPAKEHHOCTH (puOpo3a W BOCHAICHUS B
MHOKap/e, a TakXe 3aMeJUIEHHE IpOoLeccoB amnonTo3a. KiMHWYecKH OTMEYaluch yMEHbIICHHE
kosnmuectBa JKOC, yBennueHne @B 000MX KelyTOYKOB M HOpPMaTU3alMsl MPOJOJIKUTEIBHOCTH
komriekca QRS, a Takxke yaydImiack MEPeHOCHUMOCTb (PU3MUECKUX HArpy30K M yBETHYMIACh
BbDKMBAEMOCTh MBIILIEH IPU UHTEHCUBHBIX (hru3nueckux Harpyskax Ha 70% [49]. BaxxHO OTMETUTD,
yTo Xopomuid 3G EeKT HaOII0JaICT Y BCEX MBIIICH, TOMyYaBIIMX Tepanuio SB2, He3aBUCHMO OT
TOT0, B KAKOM I'€HE JECMOCOM ObljIa JIOKAJTM30BaHa MyTaIlHsl.

B nacrosiee BpeMs 1o100HbIE UCCIIEIOBAHUS HAXOIATCS JIUIIb HA CAMBIX PAHHUX CTaIHsIX
pa3paboTku W, MO Bcel BUAMMOCTH, crnenudpuyeckue MHruourtopsl GSK3B He ckopo OynyT
npuMeHenbl y mamueHtoB ¢ AJIIDK. Tem He MeHee ecTh Haaexkaa, 4yTO B JajbHEUIIEM MpH
cBoeBpeMeHHOM amarHoctuke AJIIDK wucnonb3oBaHue »NUreHETUYECKON Tepanmuy MO3BOJIUT
NPEOTBPATUTH MPOTPECCUPOBAHUE 3a00JIEBAHNS M YMEHBIIUTH BBHIPAKEHHOCTh YK€ UMEIOIIUXCS

KIIMHUYECCKHUX HpOfIBHGHHfI.

% %k ok

Takum o00Opa3oM, Ha CceroaHs OOIIETIPU3HAHHOW SIBIIIETCS TEHETHYECKas Teopus
Bo3HHKHOBeHUs: AJIIDK, B cooTBeTCTBHM € KOTOpOW B OCHOBE 3a00JjieBaHMs JIe)KAaT MyTalluu B
JIECMOCOMHBIX M HEJIECMOCOMHBIX I'€HaX, BEAylIHMEe K HApPYLIEHUIO MEXKJIETOYHBIX KOHTAKTOB U
¢ubposzno-xupoBoMy 3amerienuto Muokapaa IDK. I'panuma mexay ydactkamu (UOpPO3HOTO
3aMEIIEHUs] M COXPAHHOIO MHOKapAa sBISETCA CyOCTpaTOM /il JKENyAOYKOBBIX HapyIICHUH
putMa. ECTb maHHBIE MO OTIAECIBHBIM I'€HO-(PEHOTHUITMYECKHUM KOPPEISIHSIM, OIHAKO 3TOT BOIPOC
3aciayKHUBaeT Oosiee MHUPOKOTO PACCMOTPEHUS, HE U3YyUYalIUCh KOPPESLUM Pa3IUYHbIX MyTaluil ¢
KJIMHUYECKUMH (popMamu 3a00J1€BaHMsL.

Juarnoctuka AJIIDK cioxnHa u TpeOyeT KOMIUIEKCHOTO Mojaxoja. B HacTosiiee Bpems
ucnons3ytorcss  kpurtepun  TFC-2010: Ha OCHOBaHMHM  CTPYKTYPHBIX, THCTOJOTHYECKHX,
AIIEKTPOKApAUOTrpaUuecKUX, apUTMUYECKUX M TEHETHYECKHX MpPHU3HAKOB  3a0oJieBaHUs
OLICHUBAIOTCSI OOJIBIINME U Majbleé KPUTEPUH, B COOTBETCTBUHM C KOTOPBIMHU BBIIEISAIOTCS pa3HbIe
CTETEHHU JOCTOBEPHOCTH TUarHo3a (J1I0CTOBEpPHBIN, BEPOSTHBIM, BO3MOXKHBINH). UyBCTBUTENIBHOCTD U
cneuu(uYHOCTh JtoOoro mnpu3Haka He sBistoTes 100%, mosTtoMy 1enecooOpa3eH MOUCK
nononHuTenbHbIX kKputepues AJIIDK.

OaHuM M3 caMbIX OCTPBIX BONPOCOB SBJsETCS posb Muokapauta npu  AJIDK.
ConyTcTByromuid MUOKapauT auarHoctupoBad y 40% manuenroB ¢ AJIIDK, wactora BbIsiBIEHUA
KapAMOTPONHBIX BUPYcoB Muokapae nocruraet 60—-100%. Ecte MHeHuUE, 4TO OCTpBI MHOKApAMUT
MOXET SIBISAThCS «ropsiuer ¢a3oit» 3abosneBanuss u Habmomaercst B aebrore AJIIDK. Taxoke

CUHMTACTCS, YTO HAJIUYHC MHOKApIUTa aCCOIMUPOBAaHO ¢ Oojee TsokenbiM TeueHneM AJIIDK wu
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pasButueM XCH 3a cyer mnporpeccupoBaHus (UOPO3HO-)KUPOBOTO 3aMEHICHUS MHOKap/a.
[Ipupona muokapauta (IEpBUYHAS WM BTOPHYHAS, ayTOUMMYHHAas) U €T0 POJIb B KIIMHHYECKOM
TEYCHUH M MCXO0Jax 3a00JeBaHUS HESCHBI, OTCYTCTBYIOT CBEACHHUS O JICUCHWH MHUOKApIUTA Y
narmenToB ¢ AJIIDK. He paspaGoransl npunmumnel auddepennmansaoil nuarnoctuku AJJIDK u
M30JUPOBAHHOTO MHOKAPAUTA, KOTOPHIA MOXKET MOJHOCTHIO UMUTUPOBATH KIIMHUYECKYIO KapTUHY
AJITDK

[IpencraBneHsl UMeIONIMECs HA  CErOAHSAMHMNA  JeHb  knaccubukanuu — AJIDK.
Knaccudpukanus G. Fontaine co3nana Ha OCHOBE HAaONIOACHUS 32 4 TAIIMEHTaMU, B HEH HE COBCEM
SICHBI B3aMIMOOTHOIICHHSI MEXIY MPEIIOKCHHBIMA KIMHUYCCKHMH (OpMaMH, a TaKXKe pOJib
MHUOKapJuTa IpH KaK10¥ u3 HUX. Bo BTOpoil kKiaccudukamuy BeIICTSIUCH TPABOKEITYJOYKOBBIC U
JIEBOKEITYJOUKOBbIe (OpMbI, 0HaKO oTaenbHble moatunsl AJIIDK mpencraBnsiiu BCeBO3MOXKHBIE
KJIIMHUYECKHE COCTOSIHUS, B OCHOBE KOTOpbIX, coracHo TFC-2010, moxet u He nexats AHAIDK, a
HaJM4re MUOKapAHWTa JOIMYCKAJIOCh JUIIb MIPU OJHOW M3 JIEBOXKETyA0uKoBbIX (opm. Hu oxna u3
ATUX KJIacCU(UKAIMI HE TOJyIHIa IITUPOKOT0 MPUMEHEHUS B KIIMHUYECKOU MPAKTUKE, MTOCKOIBKY
HE ONpeJIeNseT NOIX0/I0B K JICYEHUIO.

OcBellleHbl BOMPOCHl MEIUKAMEHTO3HOTO W WHTEPBEHLUOHHOTO JICYEHHS] NAIMEHTOB C
AJITTK, B TOM 4mcIie epBhie U Ha CETOMHSIITHUN IEHb €IMHCTBEHHBIE PeKoMeHauum o BeIeHUI0
nanureHToB ¢ AJ/IIDK ot 2015 r. B HacTosiiiee Bpemsi OTCYTCTBYIOT IaHHBIE O TOAX0JaX K JICUCHUIO
naneHToB ¢ AJ[IDK B 3aBUcHMOCTH OT KIWHWYECKOW (DOpMBI OOJIE3HH, HET PEKOMEHAAIMH TI0
BBIOOPY KOHKPETHBIX AaHTHAPUTMHUYECKHX TMpernapaToB, MpH BBIOOpE TAKTUKHU JICUCHUS HE
YUYHUTBIBAETCS] OTCYTCTBUE WJIU HAIMUKE COMYTCTBYIOIIETO MUOKAPAUTA.

TakuMm 00pa3oM, IeNb HACTOSIIETO UCCIICOBAHMS — YCTAHOBUTH OCHOBHBIC KIMHHYECKUC
dopmer AJIIDK ¢ ydeToM pa3nuyHOro BKJIaJa T€HETHYECKUX M BOCIAIUTEIBHBIX MEXaHU3MOB,
YacTOTY M POJb COMYTCTBYIOIIETO MHOKApAHUTA, 0COOEHHOCTU IudepeHInanbHoi AMarHOCTUKH,
JICYCHUsT W TPOTHO3a TPU KAXKIOM W3 BapHAHTOB OOJIE3HH — TWPEJCTABISIETCS HaM BeCbMa

aKTyaJIbHOM.
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I''TIABA 2. MATEPUAJI U METOAbI UCCJIEJOBAHUSA

2.1. Kputepnu BK/IOYEHHUS] 1 HEBK/JIIOYEHHA B HCCJIel0BaHue,

KPHUTEPHUHA UCKITIOYCHUS

B uccnenoBannu ObUTM BBIIENEHBI OCHOBHAS TPYIINa U Tpymma cpaBHeHUs. OO0s3aTebHBIMU
Kpumepusmu 6KI04eHus: TIAIMeHTa B UCCIICOBAHUE, HE3aBUCUMO OT TPYIIIBI, OBLIM BO3pACT CTapIie
18 ner u HamMuYUe MUCbMEHHOr0 MH()OPMHUPOBAHHOTO COINIACHsl HA y4acTHUE B HCCIEAOBAaHUHU, TEKCT
KOTOpOTO pa3paboTtaH aBropoM u o700peH JlokanbHbpiM Komurerom 1o stuke [lepBoro MockoBckoro
roCyJIapCTBEHHOT0 MeauuuHCcKoro yHuBepcutera umenn W.M. CeuenoBa (mporokonm Ne 11-15
ot 16.02.2015 r., popma nHGOPMHPOBAHHOTO COTIIACHS TIpeIcTaBIcHA B [IpriokeHun).

B ocHoémylo epynny BOLUIM TAllMEHTHl C JOCTOBEPHBIM, BEPOSITHBIM MU BO3MOXKHBIM
quarHo3oM AJIIDK B cOOTBETCTBUM € MEXIyHAPOIHBIMU KpUTepusiMu auarHoctuku 2010 r. [129],
tabmuia 2 (cM. B r1aBe 1). Hamu npuHsTO perieHne BKII0YaTh B MCCIIEI0BaHIE HE TOJIBKO MAIeHTOB C
nocroBepHbIM quarHo3oM AJITDK, Tak kak marmeHThl ¢ BEPOSITHBIM M BO3MOXKHBIM uaraozom AJIITDK
TaKkKe HaXoJITcs B rpymnne nosbiieHHoro pucka BCC u Hyxnatotcs B HaOMI0IEHUH, B X0JI€ KOTOPOTO
CTETIeHb JIOCTOBEPHOCTH JIAarHO3a HEPEIKO U3MEHSETCS B OONBIIYIO CTOPOHY. DTO MPOUCXOIUT KaK B
CHITy €CTeCTBEHHOTO TeUeHHs 3a0oneBaHus (MOsBISIIOTCS HOBbIe Kputepun AJIIDK), Tak u B CBSI3U C
TCHETUYECKUM TIOJITBEPKICHUEM TUArHO3a.

B epynny cpasHenus BKIIOYATUCHh MAlMEHTHI, KOTOPbIE UMEIH JIMIIb OTJAEIbHBIE KPUTEPUU
AJITDK, HengocTaToYHbIE 1)1l IOCTAHOBKH BEPOSITHOT'O, BO3MOKHOT'O WJIM ONPEICICHHOTO AUarHo3a:

e yacTas TPaBOXKEIYyIO4YKOBas sKkcTpacucronus (6omee 5000/cyT.) w/wim HeycTOWUMBAs
MPABOXKENYAOYKOBAsT TaXUKapAUsS MpPH OTCYTCTBUH OYEBHAHOTO CTPYKTYpPHOTO 3a00JieBaHUs
cepaua;

® YCTOWYMBAsT  MPABOXKEIYJIOUYKOBAs  TaxUKapAusi TP  OTCYTCTBUU  OUYEBUIHOTO
CTPYKTYpPHOTO 3a00JIeBaHUS CePIIa;

e WaTanys MpaBoro kemymouka Oonbine 35 MM mo ganHeiM OXoKI, mpu oTcyTcTBUM
MIOPOKOB CEep/IIa, IEPBUIHON JIETOYHON TUIIEPTEH3UHU U TpoMO03MOomu terouHoi aprepun (TOJIA).

B wuccnenoBanue He @karouanucy TAlMEHTH, Y KOTOPBIX HUMEJCS XOTS Obl OOUH U3
CIIETyIOIINX KPUTEPUEB:

1) Bo3pact mnaamie 18 ner;

2) GepeMEeHHOCTh, KOPMIICHUE TPY/IBIO;

3) yMCTBEHHas OTCTAJIOCTh, HEJIEECTIOCOOHOCTD;

4) neKOMIEHCUPOBAHHBIC ICUXUYECKUE PACCTPONUCTBA;
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5) NeKOMIIEHCHPOBAHHbBIE BPOKJICHHBIE MOPOKH CEpJla ¢ Meperpy3Koil MpaBbIX OTIEJIOB
cepana;

6) TPOMOO3MOOIHS JIETOYHOU apTepuUu;

7) nepBUYHAs JIETOYHAs TUNIEPTCH3US;

8) nerouyHoe cepiie;

9) HECOOTBETCTBUE KPUTEPUSIM BKIIOUCHHS B OCHOBHYIO IPYIIY U TPYTITY CPABHEHHUS.

Kpurepun 5—8 Obuti BBEICHBI B CBSI3HM C TEM, YTO B PE3YJIHTATE NEPEUNUCICHHBIX COCTOSHUN
MOTYT oTMedaThcsa 3HauuTenbHas awnatanua [DK co cHmxenuem ero @B u HapymieHus putMa,
KOTOpBIE YAOBIETBOPSAIOT KpuTepusiM auarHoctuku AJIIDK, ogHako B OCHOBE ATUX H3MEHEHUM
JexaT apyrue 3a00eBaHusl.

EnvHCTBEHHBIM Kpumepuem uckuodenus ObUI OTKA3 MAIEHTa OT JAJbHEHIIEro y4acTusi B

HCCIICIOBAHUH.

2.2. Knuanyeckasi XapaKTepucTHKA 001bHBIX, BKIIOYEHHBIX B HCCJIE0BAHNE

2.2.1. OcHOBHAas rpynmna

B ocHoBHyt0 rpymiy Bouwio 54 mamnueHTa, CpeaHUN BO3pacT KOTOPBIX cocTaBmia 38,7+14,1
rona (ot 18 go 79 ner), 31 xenmmna u 23 myxuunsl (57,4% u 42,6%, coorBeTcTBeHHO). CpeaHuii
cpok HabmoneHus coctaBun 21 [6; 60] mec. (ot 1 mec. no 19 net). JlocroBepuslit nuarnoz AJIITK
Ob11 yctanoBieH 34 manuentaMm (63%), BeposTHbii — 18 (33,3%), a Bo3mMoxHBIH — 2 (3,7%).
Yactora BcTpeuaeMocTu Oonbmux W Maibix kputepueB AJIIDK y mamueHTOB ¢ pa3nuyHOM
BEPOATHOCTHIO IMAarHo3a MpejacTapieHa B Tabnuie 3.

N3 Gompmmx OKI-kputepueB HamOoinee 4YacTo OTMEYAIHMCh HAPYIICHUS JICTIOSIPH3AIIIN
(HaIM4Me €-BOJIHBI) M PETIONSpU3aIuy (HEeraTHBHBIC 3yOIibl 7 B MPABbIX TPYIHBIX OTBEACHUSIX), a TAKKE
KT tummmanoit mopdonoruu. Ilog e-BoTHON MbI TOHUMAH JONOTHUTETBHYIO OTPHUIIATEIILHYIO BOIHY
cpasy mocie OKoHuaHHs 3yOua S B OTBeAeHUsiX V1—V,, KoTopas BOCIIPOM3BOIMIACH HA MOBTOPHBIX
OKTI'. V psnga mamuieHTOB MbI HaOmojamu ee Tonbko B HkHHX oTBemeHusix (II, III, aVF), Ho k
JUArHOCTUYECKUM KPUTEPHUSAM STOT NPU3HAK HE OTHOCWIH, & PACCMATPUBAIM JIMIIb KaK IPOSBICHUE
BbIpaykeHHbIX AekTpuueckux n3MeHeHui IDK. B cimyuae, ecnu usmenenus Ha OKI' He sBisitoTCs
TUIMHWYHOMN €-BOJIHOM, OJTHAKO €CTh OCHOBaHUS npennonarats y namuenta AJIIDK, Bemomnnsmace SKIT
Bbicokoro paszpemienust (OKIT BP) ¢ nensto nerekumu IIIDK u onenuBanach mpoaoKUTETLHOCTh
koHeyHoi aktuBaimu QRS. HeratuBHbie 3yOubl 7 OTIMYaIMCh BHIPAKEHHOHN TAaOWIBHOCTBIO U HE
BCErJla PErUCTPUPOBAIUCH NOCTOAHHO naxe Ha OKI' y manmeHToB ¢ JOCTOBEpHBIM TUArHO30M IO

JPYTUM TpyIIaM KputepueB. Mbl yUUTHIBAIM HAIMYKME HETaTUBHBIX 3yO10B 7' B KauecTBe OOJIBIIOTO



50

KPUTEpHUS JaXKe B TeX clydasx, korma oHu Obutk BapuadenbHbl. K KT Tumuano# mopdosoruu B
cootBerctBUU ¢ Kpurepusmu muarsoctuku AJIIDK ot 2010T. MBI OTHOCHIM YCTOWYMBYIO WITH
HeycroiuuByto KT ¢ mopdomormeri Omokaner JIHIIIT w BepxHel oChlO (HEraTHUBHBIC WIIH

Heornpenenennbie komruiekebl QRS B otBeaenusix 11, 111, aVF u nonoxwurensusie B aVL).

Tadauua 3
Yacrora BeTpeyaemocT kputepues A/IIIK y nannenTos
¢ Pa3/IYHON BEPOSATHOCTHIO AUATHO3A
JAuarno3
IIpuznak — — —
JI0CTOBEPHBII BEpPOSITHBIM BO3MOKHBIH
KonuyecTBo manueHToB 34 18 2
bonvuwue kpumepuu 2 [2; 3] 11[0,75; 1] 0
MPT-kpurepuii (nHIeKCUpOBaHHBIH 00beM [10K ” 12 0
o TFC n/unu ®B menee 40%)
€-BOJIHA 13 1 0
otpuuareisusie 7'B Vi—V; 15 1 0
KT TtunmuarO# Mopdomoruu 13 0 0
Mopdonornyeckuit Kputepuit 3 0 0
MaTOT€HHAs MyTalus 14 0 1
Manvie kxpumepuu 1[1;2] 1[1;1,5] 2 [2; 2]
MPT-kpurepuii (uHIeKcupoBaHHBIH 00beM [1DK 5 3 0

o TFC u/umu ©B 40- 45%)

MITXK w/umu koneunast yactb QRSv>55 mc 12 2 0

otp. T B V-V, umu o V4 ¢ monHo# O10Kamo0i

ITHIIT vum otp. T B Vs—V5 ’ 2 !

6omee 500 XKD B cytku unu XKT HeTunmuaHOM 21 18 5

Mopdororuu

BCC wnu BepositHast A/IITXK B cembe 2 1 1
lononnumenvhule kpumepuu

HU3KU#M BosbTaxk QRS 16 0 0

xup B muokapzae (MPT n/unu MCKT) 17 10

BakxabIM 3TaniomM nocTaHOBKU AMArHo3a siisioch nposeaenue JJHK-nuarnoctuku, Tak kak
oOHapy>XeHHE TMAaTOTeHHOW MYTAallMH SIBISETCS JOMOJHUTEIBHBIM OOJNBIINM KPUTEPHEM U
MEPEBOAUT IUAarHO3 U3 KaTErOPUHU BEPOSITHOTO UIIM BO3MOKHOTO B KATETOPUIO JOCTOBEPHOTO.

B kayecTBe AOMONHUTENBHBIX KPUTEPHUEB AMATHOCTUKM HAMH HCIOJIb30BAMCH CHUYKEHUE
BobTaka komriuiekca QRS B oTBemeHmsx oT koHewHocTe Ha cranmaptHor OKIT (ammiurtyma
QRS < 0,5 mV Bo Bcex OTBEIEHUAX) U HAJIIMYME BKIIOYEHUN KUpa B MUOKapJE, BBISIBIIEMOE IpU
MPT wmm myneTucnupaibHOW komibioTepHoi Tomorpaduu (MCKT) cepama. Ilockonbpky 3TH
KpUTEpUM B HACTOAIIEE BpEeMsS HE SBISIOTCS OQPUIMAIBLHO YTBEPKICHHBIMHU, Ha CTENCHb

AOCTOBCPHOCTHU AWArHO3a OHU HC BJIIMAIIM U UMCJIM BCTIOMOT'aTCIIbHOC TUATHOCTUYCCKOC 3HAYCHUC.
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VY abcoiroTHOro OOJNBIIMHCTBA TAIMIEHTOB B CHJIy OCHOBHOTO 3a00JIEBaHHS OTMEYaINCh
eIy 10uKkoBble HapyueHust purMa. Cpeanee konudectBo XKIC B cyTku coctaBmiio 16,9 [3,3; 33,5]
teic. KommuectBo JXKOC OGonee 500 B cyTku, uto sBugercs MansiM Kpurepuem AJIDK,
peructpupoBasiock 'y 476 (87%) mnaumeHToB. Y OCTalbHBIX NalMEHTOB, Yy KoTopbix JKOC
OTCYTCTBOBAJIM WJIM MX KOJMYECTBO HE JOCTUTaJO AMArHOCTUYECKH 3HAYMMOIO, PErMCTpUpOBAjIach
KT (B ocHoBHOM, ycroituuBas). KT (ycroifumBas w/uinm HeycToiluMBas) peructpuponanach y 31
(57,4%) narenta. OOGMOpOKH B aHaMHe3e OTMevaluch pexe — uiib y 17 (31,5%) yenosek. Y 16 u3
17 nanueHToB 0OMOPOKM BO3HUKAJIM BHE3AMHO, 0€3 MPEJBECTHUKOB U BET€TaTUBHOM CUMIITOMATHKH,
MIOATOMY HX TEHEe3 C OOJBIION J0JICH BEPOSITHOCTH DPACICHMBACTCS HAMH KaK apUTMHYECKHM.
OOpamraer Ha cebs BHMMaHME (AKT TPAKTUYECKH IIOJTHOTO OTCYTCTBHS HAIDKEITyTOYKOBBIX
skcrpacucron (HXOC) y mauuentoB B ocHoBHOUM rpymme: 4 [0; 17]. bonee moapoOHO cTpykTypa

HapyUICHUsS] pUTMa y MAI[MEHTOB OCHOBHOM TPyl IPE/ICTaBlIeHA B TabmuLe 4.

Tabumua 4
OcHoBHbIE HAPYLIEHUS] PUTMA W MPOBOAUMOCTH cepALa
Yy HaUHMEHTOB OCHOBHOM I'PYIIIbI

I[puznak n %
Yucno XKXIC/cyTku (ThICSUN) 16,9 [3,3; 33,5] -
Hanuuue neycroitunpoit KT 31 57,4
Hannuue ycronunsoit XT 19 35,2
KT ¢ mopdonorueit 6mokanst JIHIIT u BepxHel ocbro 13 24,1
KT ¢ mopdomnorueii 6mokanst JIHIIT u HIDKHEN MM HEW3BECTHOM OCBHIO 18 33,3
Yucno HXIC/cyTkm, mr. 410; 17] —
Hannuue meprarensHoit aputmun (MA) 10 18,5
Hanmuue tpeneranus npeacepanii (TI1) 1 1,9
Cunnpom cnaboctu curnycoBoro y3na (CCCY) 2 3,7
ATtpuoBenTpukyspHas (AB) 6mokana I cr. 8 14,8
TTonnas 6mokana ITHIIT 5 9,3
Henonnas 6noxana ITHIIT 8 14,8
TTonnas 6mokaga JIHIIT 1 1,9
brnokana nepenueit Bersu JIHIIT 2 3,7

[Ipu omeHKe CTPYKTYpHBIX M (yHKIMOHATBHBIX n3MeHeHni [ DK Mbl oTnaBanu npeamoyreHne
MPT cepana, tak kak mpu OxoKI' B cBsi3u co cnoxkHoi reomerpueit [DK onenka ero pasmepos u
HaJIMUusl JIOKAIbHBIX HApYUIEHUH COKpaTUMOCTH (pEeTHOHAJbHAs AaKUHE3Us, JUCKUHE3US WIH
aHeBpU3Ma) MpecTaBisieT 00bekTuBHbIE TpyaHOCTH. OXOKI -kputepun AJIIDK onenuBanuch Hamu
ok y 1 mampeHTa, KOTOpOMY HEBO3MOXKHO Obuto mpoBectd MPT cepmma B cBsiBu ¢
nmantupoBanHeiM MK/, a mpu OxoKI' BU3yanm3upoBaaoch HECOMHEHHOE YBEIMYEHHE Pa3MEpPOB
IDK B coueranuu ¢ ero runokuHe3amu. Yacrtora BcTpedaeMocTH O60bIux U Mansix MPT-kpurepues
npencraeieHa B tadbmuie 3. MPT cepama B OCHOBHOM Tpyrme OBLJIO BBIIOJHEHO IOAABIISIOIIEMY

OompMHCTBY manueHToB: 49 (90,7%). OCHOBHBIM NPOTHBONOKAa3aHHUEM K HCCIEIOBAHUIO ObLIO
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HaJIMUYME HMMIUIAHTUPOBAHHBIX yCcTpoilcTB (anexTpokapaunoctumysatop (OKC), UK/). Ycpennennsle

MPT u DXO-KI" napameTpsl allM€HTOB OCHOBHOM IPYIIIbI OTPa’KE€HbI HIKE B TAOIHLIE 5.

Tabumua 5
Ix0KI'- n MPT-nmapamMeTpsl NallHeHTOB OCHOBHOM IPyNIbI
IIpusnak 3HaveHue
MPT-napamempul
KIP ITK, cm 4,1+1,1
WunexkcupoBanusiii 00beM 11K, M/ M 88,8+25,4
OB ITXK, % 42,8+11,8
KO ITK, mi 159,6+55
Koneunsrit cucronmmueckuii oovem (KCO) ITK, mn 88,4+32.3
OxoKI -napamempoi

KIP JIXK, cm 5,240,8
KIO JIK, mn 112,8+35,4
OB JIXK, %, 60 [49,3; 65,8]
1T, mn 48 [36; 68]
JIIT, mn 64,8+37,7
[lepenue-3amgnauii pazmep (I13P) ITK, cm 2,8+1,0
Tommmna ceoboauoi crenku [TDK, Mm 3,25[3,0; 4,0]
Mutpanbnas perypruranus (MP), crenens 1 [1;0]
TpukyctmnansHas peryprutarus (TP), crenens 1[1;0]
E/A 1,3+0,4
Cucronmdeckoe nasieHue B ierounoit aprepun (CIJIA), MM pT. cT. 22,5 [20,3; 26,8]

Knunnueckue nposisnenust XCH B ocHoBHOM rpymne otMedeHsl y 21 (38,9%) nanuenra, ogHako

Ha TepBoe MecTo B KimHH4eckod kaptuHe XCH Beixoamna mumb y 8 6ompHbIX (14,8%). Cpennue

3HaueHus ctaguu XCH no Crpaxecko — Bacunenko u ¢ynkimonansHoro knacca nmo NYHA cpenu

MaMeHToB, y KOoTophix AuarHoctupoBaHa XCH, cocrasuu IIA [I; 1IB], u 2 [1; 2,75], COOTBETCTBEHHO.

Crpykrypa craauii u pyHkuroHaapHoro knacca XCH npencrabieHa Ha pucyHke 4.

100% g 100% -
80% 3306 80% |
60%  mll 60% | - m4
9% 6 22k u3
0% A 40% | L a2
I 1
0, _ 0, |
20% 33% 20% 33%
0% - 0% -
Cragna XCH OKXCH

Pucynok 4. Cragusa XCH nmo Ctpaxkecko — Bacujienko u pyHknuoHa bHblii kiace XCH

no NYHA y nanueHTOB OCHOBHOIi I'PyIIIbI ¢ KIHHAYeCKMMH nposijennsavmu XCH
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2.2.2. I'pynna cpaBHeHHUs

B rpynmy cpaBuenus Bomren 61 narenT. Cpeaauid Bo3pacT 00JbHBIX cocTaBui 45,6+14,2 rona
(ot 18 mo 81 roma), 33 »eHmuubl U 28 MyxuuH (54,1% u 45,9%, coorBeTcTBeHHO). CpeaHmii CpoK
HaOmoaeHus coctaBuia 13 [7,5; 28] mec. (ot 1 Mec. no 22 ner).

Lenpto HaOopa rpynmbl CpaBHEHUS OBUTO BBISBHTH OTJIMYHS TMAIEHTOB C pa3IMYHBIMHU
(B TOM 4HCIIe HE BIIOJIHE TUNUYHBIMH) KauHUYecKuMu dopmamu AJIIIDK oT cXomHBIX ¢ HUMH TIO
KITIOYEBBIM KIMHUYECKUM MposiBiIeHUusM OonbHbIX 0e3 AJIITDK, koTopbie Hy»Aanuch B MPOBEACHUN
muddepeHMaIbHON  AMarHOCTUKM C  JIaHHBIM 3a0oJieBaHMEM, W pPa3paboTaTh yTOYHEHHBIC
kputepnn audQepeHnnanbHON THarHoCTHKY Ut Kaxkaoi u3 popm ATDK.

BonpHbIC B Tpynmne cpaBHEHUS! OBLIN MOJI00paHBl TAKUM 00Pa3oM, YTOOBI KIIMHUYECKH OHU
noxoauiu Ha nanueHToB ¢ AJIITDK mo onHOMyY U3 KITIOUEBBIX PU3HAKOB. Y JIIOOOTO MalMeHTa U3
Ipynnbl CpaBHEHMsI IPUCYTCTBOBAN JUIIb OAMH u3 Manelx KputepueB AJIIDK (wacras
npaBokenynoukoBas skcrpacuctonus w/uian JKT 0e3 04eBHIHOTrO CTPYKTYPHOTO 3a00JIeBaHHUS
cepaua win muaranus [DK). B cnydae, ecnu y manuenTta B Xoje o0ciieioBaHusi 0OHapy KUBAJICS
x0T Obl eme oauH Manbii kKputepuid AJIIDK, Takue manmeHThl HCKIIOYAINCh U3 TPYIIIBI
CpPaBHEHHSI M TICPEBOAMIMCh B OCHOBHYIO TPYITy, TaK KaK HAJIMYUE ABYX MajbIX KPUTEPUEB
COOTBETCTBYET BO3MOKHOMY nuarHo3y AJIIIK. Takum oOpazom, B 3aBUCHMOCTH OT TOTO, KaKue
kputepuu AJIIDK oTMedanuch y manueHToB, B TPYIIE CPaBHEHHS ObUIO BBIJICJICHO TPH OCHOBHBIX
HOJrPYIIbl HAI[UEHTOB:

1) ¢ nzomupoBanHOoi uyactoi JXKXOC wim HeyctoiunmBoil KT B OTCyTCTBHE OUYEBHIHOTO
CTPYKTYPHOTO 3a00JIeBaHU CEp/ILa;

2) ¢ ycroitunpoii KT 6e3 04eBUIHOTO CTPYKTYPHOTO 3a00JIEBAHMS CEP/ILIA;

3) ¢ munaramueit [DK.

B moarpynnmy c¢ wu3onupoBaHHO#M dyactoi JKOC wiM B COYETaHMH C SIU30AAMH
HeycTounBoil JKT Ge3 cTpykTypHOTo 3a0ojeBaHus cepima Obuto BKiItoueHO 24 maruenta. Cpean
HUX npeobnaganu xeHmuHsl (70,8%), cpenuuii Bo3pact 39,6+14 ner (ot 18 no 64 net). Cpennee
konmuuectBo JKOC 3a cytkm cocraBwio 15,8 [9,6; 22,3] teic. Dnu3oasl HeyctoiumBout KT
peructpupoBanuch y 8 (33,3%) GonbHbIX. CpeaHuil cpok HaOMIOAEHHS 3a STUMH MalUeHTaMH
cocraBun 18,5 [9,75; 51,7] mec. (ot 1 mec. no 7 ner). AuddepeHunanpbHplii 1UarHO3 B ITOU
noarpymmne, nomumo AJIIDK, mpoBoausics ¢ akTUBHBIM MUOKapAUTOM.

B moarpynmy ¢ ycTOHYMBOH IpaBOXKETyJOYKOBOM TaxuKapAued Oe3 CTpyKTYpPHOTO
3a0oneBaHus cepaua ObuU10 BKIOYEHO 9 manuenToB. I[logbop 3Tux OONBHBIX MpeACTaBIIsI
HauOOJBIIYIO CIOXHOCTh B CBSI3U C UX PEOKON BcTpeuaeMocThbio. Cpenu HUX Tak K€, KaKk U B

npeplIyllel noarpymnmne, npeodiaaaanyu xeHuHsl, n = 8 (88,9%), cpennuit Bo3zpact 53,3+15 ner
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(ot 18 no 64 net). Cpennee xonuuectBo KIC 3a cytku cocraBwio 5,5 [0,4; 16] teic. [Ipu sTom
y 3 mauuentoB konudectBo KOC/cyT. Obuio MeHee 500. Cpenuuii cpox HaOMIOACHUS 33 STHUMHU
6ompHBIME cocTaBmi 9 [1; 28] mec. (o1 1 mec. 1o 22 ner). B atoit noarpynmne auddepeHunanbHbIi
nuarno3 npoBoawics ¢ AIDK, kananonatuamu, HKM, akTUBHBIM MHUOKAapJUTOM M UIIEMUYECKOM
6ones3npto cepana (MbC). Tunuunsix nns UBC xkanod He mpeabsBIsI HUKTO U3 3THX MaIlMeHTOB. B
pamkax wuckimoueHus HWBC, momMuMo Harpy3ouHbiXx mpo0, | manueHTy ObuUla BBIMIOJHEHA
koponapoanruorpadus (KA, kopoHapHple apTepuu HHTaKThl), em€ 5 mamuentkam — MCKT
KOpPOHApHbIX apTepuil (y Tpex OOHapyKeH TIeMOJAMHAMHUYECKH HE3HAUYMMBbIM H30JIMpOBaHHBIN
CTEHO3 MepeIHel MEeXOKETYJ0UKOBOM apTepuH, He npesbiatoniuii 50%).

B noarpynmy ¢ munatammeit [DK npu oTcyTcTBHM MOpPOKOB CepAla, MEPBUYHOM JIETOYHOM
runeprer3nu 1 TOJIA Bouio 20 GOMBHBIX. Y TOAABISIONIETO OONBITMHCTBA AIIMEHTOB B ATOM TPYIIIE
otmeuaercs cunapom JIKMII pasnuunoro reHesa (prCyHOK 5) ¢ mpeoOnagaHueM MOPaXKeHUs MPaBbIX
otaenoB (cootHouenue KJIP JOK k nepenunesagnemy pasmepy IDK, mzmepennsix npu 9XO-KI', He
6omnee 1,5). Jluarno3sl MHOKapUTa U CapKOKI03a MOATBEPKICHBI Mopdonorndecku y 8 u 1 6ompHOrO,
COOTBETCTBEHHO, B OCTAIBHBIX CIy4YasX JUArHO3 MOCTABJIEH HAa OCHOBAaHWUHU JAaHHBIX KOMILIEKCHOTO
obcnenoBanus. Jluarnos reseruuecku aerepmuHupoBanHoi JIKMIT Ob1u1 0OCHOBaH Ha psie MPU3HAKOB,
TUMWYHBIX A7 reHetndeckux kapauomuomnatuid (KMII), u pesynpratax JIHK-amarnoctuku
(y 1 6ompHOTO OOHapykeHa MyTalMsi B T€HE JIaMHHA, eme y 2 pe3yibTatel B pabote). B aroi
noarpynne npeodnananu Myxuussl (80%). Cpennuil Bozpact mamueHToB 48,7+12,3 rona. Cpennee
kommmdectBO JKOC 3a CyTKM B 3TOM MOATpyNNe ObLIO CaMbIM MAJIOYHUCICHHBIM W3 BCEU TPYTITHI
cpasuenust: 1 [0,17; 3] teic. Cpennuii cpok HaOMIOACHUS 32 3TUMH O0bHBIMU cocTaBmi 10,5 [4,3; 21,3]
mec. (ot 1 mec. 1o 7 net). B a1oit noarpymme ocHoBHO# auddepeHanbHbli AMarHo3 IpOBOAMICS C

nepsuyHoi JIKMII, nerounsim cepauem, TOJIA u Muokapautom.

B Muokapaut
B [eHeTMueckan
KMMM+mmokapant

Capronpos+muorapaut

W Torkcmueckaa KMIT

Pucynoxk 5. Crpykrypa 3tuosorun JJKMII B noarpynne ¢ nniaaranuei K

CtpykTypa HapyUleHHMs pUTMa M IPOBOAMMOCTH, KOTOPBIE PErMCTPUPOBAIMCH B TPYIIIE

CpaBHEHHMsI, MpeAcTaBieHa B BHje Tabuuibl 6. CHHKOMAIbHBIE COCTOSHUS B TpYMIE CPaBHEHUS
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Obum otmeuenbl 'y 7 (11,5%) mnaunmenToB B rpynme cpaBHeHuss u eme y S5 (8,2%) —
npenoOMopounsle coctossHUs. C yd4eToM BepH(UIIMPOBAHHBIX y 3TUX OOJBHBIX JKEITYJA0YKOBBIX

HapyIIEeHUH pUTMa HEJb3sl UCKIIIOUUTh aPUTMUYECKYI0 IIPUPOLY STUX OOMOPOKOB.

Tabauna 6
OcHOBHBIE HAPYIIEHUS] PUTMA U TPOBOIMMOCTH CEPAIA
Yy HalMeHTOB I'PYNIbI CPABHEHHS

Ipusnak N %
Yucno XKD/cyTku (ThICcS4n) 5,910,8; 16] —
Hanuuue neycroitunpoi KT 42 68,9
Hanuuue ycroitunsoit XT 12 19,7
Hamnmane MA 21 344
Hamuuue TII 2 33
CCCcy 1 1,6
AB Ookaga I ct. 8 13,1
ITonnas 6moxana ITHIIT 4 6,6
Hemnonnas omoxana [THIIT 3 4,9
IToauast 6moxama JIHIIT 4 6,6
brnokana nepenueit Bersu JIHIIT 3 4,9

JL1st olleHKH pa3MepoB KaMep Cepilla, KJIAMaHHOTO armapaTa u cCucTomdeckoi ¢pynkmun JIK

B IpyIIe CpaBHEHHMsS Mbl OTHaBainu mnpenmnouteHue OxoKI, Tak kak 3TO wuccienoBaHuE ObLIO

BBINOJIHEHO BceM manueHnTaM (n = 61), a MPT — mums 33 (54,1%). OxoKI -mapameTpsl nanueHToB,

BOILE/AIINX B TPYIILY CpaBHEHHSI, IPECTABICHBI B TAOIUIIE 7.

Tabauna 7
Ix0-KI'-mapameTpsl NallHeHTOB rPyIIbl CPABHEHUS

Ixokapauorpaguyeckne napaMmeTpol 3HaveHus
KJIP JIK, cm 5,4+0,8
KOO JDK, mn 124 [102; 149]
KCO JIK, mn 64,3+33,1
Opakrus Beiopoca JUK, vt 56 [31;60]
O0nem JIII, M 74 [41,8; 115]
O6nem I1I1, M 50,5 [36,3; 118,3]
I13P ITK, cm 2,8[2,1;4,0]
CIJIA, mMm. pT. CT. 42.9+10,6
Tonmnuna cBoboauoM crenku 1K, mm 3,5[3; 4]
Tommunra MXII, MM 9 [8;10]
Tommuna 3agaeit crenku JOK, MM 919;10]
MP, cTreneHn 1[0; 2]
TP, crenienb 0,5[0; 2]
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Kmunanueckue nposienenuss XCH ormeuens! y 29 (47,5%) manueHTOB B TpyNIE CpaBHEHUSL.
Cpennue 3navyenus craaud XCH no Crpakecko — Bacunenko n pynkimonanpaoro kiacca mo NYHA
Cpeau MaluueHTOB, Yy KoTopbix auarHoctupoBaHa XCH, cocrasumu IIb [IIA; 1IB], u 3 [2; 3],

cooTBeTcTBeHHO. CTpyKTYypa cTaauii v pyHKumoHambHOro kiacca XCH npencraBieHa Ha pucyHke 6.

100% ——m— 100% -
80% —— 80% -
60% ——ggy —— MWl 60% - m4
1B m3
40% +—— — A 40% - 2
| 1
20% — 7% 20% —121% ——
17%
10%
0% 0% |
Craaua XCH ®K XCH

Pucynok 6. Cragust XCH nmo Ctpaxkecko — Bacuienko u pynkuuonaiansublii kiaace XCH mo NYHA

Y NalUEeHTOB Irpynnbl CPaBHEHUA ¢ KIMHUYE€CKUMHU ITPOSABJICHUAMU XCH

2.3. MeToanl 00cjIeI0BAHNSA

OO6cnenoBanne ¥ JICUCHHME TAIMEHTOB TMPOBOAMIMCH Ha 0a3e KapAUOJIOTHYECKOTO
otnenenus DakynbTeTckoi TepamneBThuecko kinumHUKM uMmeHH B.H. Bunorpamoa (®TK) wu
MEXKIMHUYECKUX OTIEICHUN (PYHKIIMOHAIBHOU, YIBTPa3BYKOBOW AMATHOCTUKH, OTHENA JTy4YEBOU
muarHocTuky, kabuHera  DOXO-KI' KkIMHMKKM —~ KapauoJlOTHH, a  TaKXkKe  OTIEJICHHUS
PEHTTEeHYHI0BACKYJISIPHBIX METOJIOB JUATHOCTUKU U JICYCHHS] U WHTEPBEHIIMOHHOW KapAHOIOTHH
OI'AOY BO Ilepporo MI'MY wumenun W.M. CeuenoBa MunzapaBa Poccun (CeueHoBCKOro
Yuusepcurera, 10 2017 r. — I'BOY BIIO IlepBbiii MoCKOBCKUI TOCYyAapCTBEHHBIA MEAUIMHCKUN
yauBepcuter uMeHun WM.M. CeuenoBa) B mepuoxn c¢ 2008 r. mo 2018 r. HccrnenoBanue siBisiercs
YaCTHYHO PETPOCTICKTUBHBIM, YACTUYHO — MPOCTICKTHBHBIM.

Ooweknunuueckoe oo6cnedosanue BKIIOYAIO0 B cebs cOop xamoO, aHamMHe3a U
00BEKTUBHOE 00CIEen0BaHIE OOJIBHOTO.

[Ipu cOope cemeitHoro anamHe3a OOJBIIOE 3HAYCHHUE YACISIIOCh BHE3AMHBIM CMEPTSIM Y
POICTBEHHUKOB, B 0OCOOEHHOCTH, B BO3pacte 0 35 JeT, HAIWYHMIO KapJUOMHUOIATHHA, HapyIIeHUH
pUTMa ¥ MPOBOJUMOCTH y POACTBEHHHKOB IEPBON M BTOPOW CTEMEHH. TIIATENHHO YTOUYHSIIHCH
JMaBHOCTH Je0roTa 3a0oieBaHus, CBA3b C MEPEHECEHHON WH(EKIHMel, HaTu4Yhe OCTPOro Hauaja,

CONYTCTBYIOIIUX HWMMYHOJIOTHYCCKUX HpOHBJ’ICHI/Iﬁ C [CJIIbKIO AHUArHOCTUKH COIIYTCTBYIOILCTO
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AJIDK wmu wm3omupoBaHHOro Muokapauta. CoOupanuch CBEACHHS O HApPYIICHUSIX pPHUTMA,
peructpupoBapmuxcs 10 oopamenus B DTK, 06 oObeMe npoBOAMMOIN paHee aHTUAPUTMUUYECKON
Tepanuu, ee¢ 3(PQeKTe, O CHHKOMAIBHBIX COCTOSHHUSIX B aHaMHe3e (WX YacToTa, HAIMYHe
pe0OMOPOYHBIX COCTOSIHUM, MPOAOIKUTEIBHOCTh MOTEpPH co3HaHus). Kpome Toro, neranbHO
aHanu3upoBaiuchk crapeie DKI' manueHToB, €ciu TaKOBbIE€ UMEIHUCH, C LIEJIbI0 OLEHKH AUHAMUKH
U3MEHEHUW penonspuzanuu (Hanmuyue e-BoiHbl, ymmpeHus QRS, pacmernenus QRS) u
JenoJIsipyu3aIiuy (HeraTuBHBIC 3yOI1Tbl 7' B Pa3IMYHBIX OTBEICHUSIX).

Cmanoapmnoe nadopamophnoe oocnedosanue npoBomwioch Ha 06aze [IMI'MY  wumenu
N.M. CedenoBa ¥ BKJIIOUAJIO B ce0s1 OO 1 OMOXUMHUYECKUN aHATU3bI KPOBH, AIEKTpodope3 OENIKOB,
MMMYHOJIOTHYECKHIA aHaym3 KpoBH (ypoBeHb CPb, antuctpentonmmsuna-O, PO, cranmapraoro AHO,
anturen k JIHK), onpenenenne THpeOHIHBIX TOPMOHOB, KOAryJIOTrpaMMy ¢ YpOBHEM (hHOpHHOTEHA.

[Tomumo cTaHgapTHBIX JaO0OPATOPHBIX MCCIEAOBAHUN MOAABISAIONIEMY OOJBIIMHCTBY
MAIMEHTOB MPOBOJIWINCH CIEIUAIU3UPOBAHHBIC HCCIIEIOBAaHUS, TaKHe KaK OMpEJCeIeHUE TUTPOB
AHTUKapAUaIbHBIX aHTUTEN (AT), ompeaeneHue MapKepoB KapJOTPOIHON BUpycHOU mHGekuuu. B
OCHOBHOM rpymmne Bcem nanueHtam nposenena JJHK-nuarnoctuka AIIDK.

Onpeodenenue mumpoe aHmukapouaibHvlx Am 6 CbleOpOmMKe Kpoeu BHITIOIHAIOCH
METOJIOM HEMPSMOT0 UMMYHO(DIIOOPECHEHTHOTO aHalu3a B OTAeNe KIMHUYECKOW MaToIOTUU
OHUI[ TpaHCIIAHTOJOTMM M MCKYCCTBEHHBIX OpraHoB wuMmeHu akan. B.M. Illymakosa.
Onpenensyiucb TUTPl AT K aHTUIE€HAM S3HJIOTENHS, KapAHMOMUOLMUTOB, TJIAJKOW MYCKYJATyphl,
BOJIOKOH TPOBOJSIIEH CUCTEMBI CepAala U saep KapauomMuouuToB. DparMeHTHl MHOKapaa ObIka
3aMOpaXHUBAIIM B KHUJKOM a30Te, 3aTeM IMPUTOTOBJICHHBIE B KPHOCTaTe Cpe3bl 00pabaThIiBaIH
CBIBOPOTKOM TMalMeHTa B pa3NuYHbIX pa3BefcHusX. [locie WHKyOanuu cpe3bl IMPOMBIBAIMCH
docdarapiM OydhepoMm u Ha HUX HAHOCHIUCH aHTHTeNna NpoTuB IgG uenoBeka, meueHHbie OUTL]
(¢mroopecuienanzoTnonmanarom) tnpousBoactBa DOHUIIOM wumenun H.®. amanmen. Ilocme
MHKYOaluu cpe3bl MPOMbIBAINUCH (hochaTHBIM Oy(depoMm M 3aKpbIBAIMCH TOKPOBHBIMU CTEKJIAMHU C
ucnosibzoBanueM 60% riauepuHa.

Jliig ydyeta pe3ynbTaToB IPUMEHSIICS JIOMUHECIIEHTHBIN Mukpockorn Leica (DM4000B) mpu
yBenuueHuu x400. OneHuBanoch Hamuuue (IIOOPECLHEHTHOTO CBEUEHHS PA3IMYHBIX CTPYKTYP
MHOKap/a Oblka, 00paOOTaHHOTO CHIBOPOTKOHM ManueHTa B KaXaoM u3 paseneHuid (ot 1:40 no
1:320). HopmanbHble 3HaYeHUs MpeacTaBieHbl B Tabmuie 8. JIMarHOCTUYECKH 3HAYUMBIMU
CUUTAIOCH OOHApPY)KEHUE aHTHHYKJICAPHBIX AT B JII0OOM THUTpE, OCTANbHBIX AT — B THTpax 1:160-
1:320 u Boie. [IpoBoaunack KOMILIEKCHAS OLIEHKA BCETrO CIIEKTpa AT MalUeHTA.

Jauublii Mmeroa npumensiercss ¢ 1970-x IT. U M3HAYAIBHO HCIIONIB30BAJICS ISl OMpEeTICHUs
aHTUKApIuaIbHBIX AT y OonbHbIX peBmaTu3mMoM [1]. Ilpu obGciiemoBaHuu 370pOBBIX JOHOPOB
PETUCTPUPOBATIUCH HOPMAJIbHBIE WJIM HE3HAYUTEJILHO MOBBIIICHHBIC TUTPHl aHTUKAPIUATBHBIX AT,

CYILIECTBEHHOTO MOBBILLIEHUS HE PErUCTPUPOBAIOCH [6].
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Tabamnna 8
HopMbI THTPOB AaHTHKAPAMAIBHBIX AHTHTEJ

IMoka3arteab Hopma
AHTHUTENA K aHTUTeHaM siiep kapauomuouuToB (AH®D) HET
AHTHTENIA K aHTUTeHaM dHA0Te s (ATI) TUTp AT
AHTHTENA K aHTUTeHaM KapauoMuouuToB (ATKMI) 1:40 (netu u nmuIa
AHTHUTENA K aHTUTeHaM IJ1aaKoi MyckyJaaTypsl (ATI'MK) 1o 30 ser)
AHTHTENA K aHTHTEHAM BOJIOKOH POBOsieli cucreMbl cepaua (ATBIIC) 1:80 (B3pocubie)

DT0 HccleJ0OBaHUE BBIMIOJIHEHO 43 manueHTaM B OCHOBHOM rpymme (79,6%) u 53 (86,9%)
B Ipy1rne cpaBHEHUs. TUTPBI aHTUKapIUAIbHBIX AT B TMHAMUKE olieHeHbl y 22 (40,7%) nanueHToB
B OCHOBHOU rpynne u'y 27 (44,3%) — B rpynne cpaBHeHMs. BpeMeHHON HHTepBall MEXy NEPBBIM
U TOCJIEAHUM aHaJu3aMH COCTaBWJI B OCHOBHOW Tpymre U B TrpyImme cpaBHeHus 26 [12; 52] mec.
u 8 [6; 12] mec., COOTBETCTBEHHO.

Kauecmeennoe onpedenenue cenHoma KapoOuoOmMpoOnHwIX 6GUPYCOE8 6 Kposu u/uiu 6
Muoxkapdoe METOIOM TIONUMEPA3HOW WEMHOW peakIuy MPOBOIUIOCE B HMMYHOJOTHYECKOU
nabopatopun  «JIHK-texHomorus», 1eHTpe MoJekyiaspHod auarHoctuku OI'Y ITHUU
snuaemuonoruu Pocrorpebuanzopa. VMcnonb3oBanuck npaiiMepsl K cieayommm 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). J/lanHoe uccnemoBaHue BBITIOTHEHO BCEM
NalyreHTaM B OCHOBHOM TPYIIIE U B TPYIIIIE CPABHEHUSI.

Meouxko-zenemuyeckoe KOHCYIbMUPOSAHUE C NOCTCOYIOUWUM MOIEKYIAPHO-2€HEeMUYEeCKUM
ucciedosanuem poBOIUIIOCH B abopaTopuu meauimHckoi reaetnkn @I'BHY PHIIX umenu akan.
b.B. Ilerposckoro.

JIHK Beigensiiu u3 nepudepuyeckoil KpOBU MAlMEHTOB CTaHAAPTHBIM METOAOM (eHOI-
xJ0pohopMHOI enpoTenHu3anuu. AMmudukanuo uccienyemsix GparmentoB JJHK nposogunu
MeToa0M nojaumepasHoi nenHoi peakiuu (ITLP) na ammndukaropax Veriti (Applied Biosystems,
CHIA) u «Tepruk» («IHK-texnonorus», Poccus).

AHamm3 KOTUPYIOMIMX M MPHUJISKAIIWX HWHTPOHHBIX MOCJIEIOBATEIBHOCTE TEHOB W3
muarHoctuueckoro cnucka AKIDK: mnakopmmnuna 2 (PKP2), necmornemna 2 (DSG2),
necmorutakuHa (DSP), necmokoiunHa (DSC2),mnakornoduna (JUP), TpancMeMOpaHHOTO Oernka 43
(TMEM43), Tpanchopmupyiorero ¢pakropa pocra 6era-3 (TGFB3),dpochonambana (PLN), namuHa
(LMNA), necmuna (DES), oT-katemmna (CTTNA3), a taxxke TreHoB smepuHa (EMD), ao-
cyObeanHuIIbl HaTpueBbIX kaHanoB (SCN5A), LIM-cBs3biBatomiero pomena (LDB3), kpuctaminHa
(CRYAB), punamuna C (FLNC) npoBOAUIU METOJAMHU:

1) mpsiMoro JABYHaIlpaBICHHOTO cekBeHHpoBaHHs 10 CeHrepy Ha aBTOMaTHYECKOM

cexkBenarope ABI 3730 XL (Applied Biosystems);
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2) BBICOKOTPOMU3BOJUTEIHHOTO TOJYIPOBOJHHKOBOTO CEKBEHHPOBAaHUS Ha Iuiatdhopme
PGM IonTorrent (Thermo Fisher Scientific). /Iuzaiin manenu reHoB JJs BBICOMPOU3BOAUTEIHLHOTO
cexBeHUpoBanus mpoBoau 1o TtexHomorun AmpliSeq (Thermo Fisher Scientific). Cpennee
MOKpbITHE oOnacteil maHenu 16 ucciaenyembix reHoB 91,9%. Hamuuue BBIABIEHHBIX MyTalul
MOJITBEPK1AJI0Ch IPU CEKBEHUpPOBaHUM 110 CEeHIeHpy.

Jlanee mpousBoaMIACh OLEHKA 4YacTOT BCTPEYAEMOCTH BBISABIEHHBIX T'€HETHUUYECKUX
BapUaHTOB B TpYIIE 3I0pPOBBIX J0OpOBOJBIEB, OuonH(popmaTHueckuit aHanu3 3¢dekra
BBISIBIICHHBIX MYTaIuii mpu momoinu pecypcos Polyphen u SIFT.

JIHK-aunarsoctrka npoBoMiIach BCeM MaIleHTaM B OCHOBHOM TpyTiIie.

CraHaapTHOe MHCTPYMEHTAJIbHOE 00cJeq0BaHMe ObUIO BBITIOJHEHO BCEM MAI[MCHTAM B
OCHOBHOI Tpymme W B Tpynne CpaBHEHHMS M BKIoyano B cebsa moBepxHocTHyio OKIT B
12 otBeneHusix, cyrounoe MonutopupoBanue JKI' no Xonrepy, TpancropakanbHyto IxoKI .

Pezucmpayusn IKT nposogmnack npu nmoMoriu annapatoB «Schiller» n «Marquette Mac 6»
cO CKOpocThio 25 MM/c M amrumutynoi 10 Mv/MB B monokeHMM NalMeHTa Jieka Ha CIHHE.
[TpoBonuncs crangapteiii aHanmu3 DKI'. Ocoboe BHUMaHHE yACISUIOCH OMPESICHUIO BOJIbTaXKa
komiuiekca QRS B OTBeneHHMSX OT KOHEYHOCTEH, aHainn3y KOHEUHOM udacTtu komriuiekca QRS,
u3MeHeHusM 3yOroB 7. B cimywae, ecnm yaaBanoch 3aperuCTpUpPOBATh SIU30/bI YCTOWYHBON WIIH
HeycroitunBoit XT, onenuBanuck ux mopdomnorus u ock: Hamuuue KT, tunmunoit nns AJIIDK
(popma QRS, xak mpu Omoxame JIHIII, BepxHss ocCb), sBISETCS OOJBIIUM KpPHUTEPHEM
nuarHocTuku, mo6oit apyroit XT — mameim. [Ipu momo3peHuu Ha €-BONHY HIIM TMPH OLICHKE
NpOAODKUTEIbHOCTH KOoHeuHol aktuBaimu QRS Bemonusimace DKIT Ha ckopoctu 50 mm/c. B
clydae, KOT/la UMEIOIIHNECs] U3MEHEHHUsT KOHeUHOU yacTh QRS He SABIAIMCh TUMUYHON €-BOJIHOW U
MPOJIOJKUTENIHOCT, KOHEUHOM akTuBauumu QRS He jgocturana JuUarHOCTUYECKH 3HAYMMBIX
KPUTEPUEB, NMALIMEHTY MPOBOAMIIOCH DKI' BBICOKOTO pa3peiieHusl.

IKI' ewicokozo paspewenua (IKI' BP): peructpauus OKI' BblnonHsAnach B TPEX
OpTOrOHANIBHBIX OTBelneHusX mo Ppanky (X, Y, Z). Bo Bpems 3amucu 00JbHON Haxoauscs B
TOPU30HTAILHOM TIOJIO)KEHUH, B COCTOSIHUM TIOJHOTO TOKOS. YPOBEHb IllyMa HE MPEBBIMIAT
0,3mkB. BBoxg curnama (300 CHHYCOBBIX KOMILJIEKCOB) B IEPCOHAIBHBIM KOMITBIOTED
OCYUIECTBIISIJICS MIPU MOMOIIM 3JIeKTpokapauoananuzaropa «Kapauc» («I €onuHK-2IEKTPOHUKCY,
P®). B xome xkoMmbplOTEpHONH OOPaOOTKU MPOWCXOAMIN YCWICHHE, (WIBTPAIUS W yCPCTHCHHE
KapJAMOIUKIIOB, MpH momomy ¢GuibTpoB barrepBopma u OwbicTporo mpeoOpasoBanus Dypbe
BXOJISAIINIA CUTHAI PACKJIAJBIBAICS HA TAPMOHUYECKUE KOJICOaHMsI, U3 KOTOPBIX aHAITU3UPOBAIINCH
Huszkoamruutyaasie (5-20 MxB) u BeicokowactoTHbie (20-50 ') cocraBmstomue. [lokazatenu
[TIDK u ux HOpMBI (MCTONB30BANKCH 3HAYCHHS U3 MoauPUIMPOBAHHBIX KPUTEPHEB TUATHOCTUKU

AJITDK 2010) mpeacrasnens! B Tabmauie 9. Mansim kputepueM AJIIDK cuuranocs manmuuue TTTDK



60

no 1-3 mapamerpam nipu ycinoBuu otcyTcTBus pacimmperuss QRS >110 mc na cranmaptHoi OKI'.

Hannoe uccinenoanue BoinonaHeHo 20 nanuentam, [ITIDK 3apernctpupoBaHs! y M0JIOBUHBI U3 HUX.

Tabauna 9
Ioka3aTeaun MO3THUX MOTEHIHAJIOB JKeJTY10YKOB
IToka3zareJib XapakTepHuCTHKA Hopma
Total QRS | I[IpomomkutensHOCTh GUIBETpOBaHHOTO QRS <114 mc
[IponomKUTeIFHOCTh HU3KOAMIUTUTYAHBIX CUTHAJOB (< 40 MKB)
LAS 40 <38 mc
B koHIIe QRS
CpenHekBaipaTHyHast aMILTUTY1a TocieTHuX 40 MC QUIBTPOBaHHOTO
RMS 40 P P Y uretp >20 mxB
komriekca QRS

Cymounoe monumopuposanue IKI npoBoaunock ¢ nomolpto anmnapatoB «Schiller MT-100»
u «Xonrep AMC MOBKI-HC-02m». Ocoboe BHUMaHHE YIENMSIOCh HATMYMIO U XapPAKTEPHCTHKE
KEJTyIOUKOBBIX HapymieHni putma. Manomy kpurepuro AJIIDK cootBerctByer 6omee 500 XKDOC/cyT.
i Hanmmare ycronunBoi/HeycroiunBoi KT u3 TDK. Hammune turmmanoit s AJITDK XKT sBnsercs
OONBIIUM  KpUTEpHEM, HO TO4yHO oueHuTs Mopdosoruo XT mnpu nomomu XoaTepoBCKOro
MonuTopupoBanuss DKI' HEBO3MOXKHO, IO3TOMY IOJIYYEHHBIE IIPU CYyTOUHOM MOHHUTOpHpoBaHuK DK
JTaHHBIE PACLEHUBAINCH TOJIBKO Kak Maiblii kputepuid. MccnenoBanue npoBOJMIIOCh KaK HA YUCTOM
¢done, Tak 1 Ha (HOHE AHTUAPUTMUIECKOHN Teparuu s OIleHKH e€ ddexTa.

KontponbsHoe cytounoe monutopupoBanue OKI' mo Xonrepy BwimonHero 31 (57,4%)
NanUeHTy B ocHOBHOM rpymie u 43 (70,5%) — B rpynne cpaBHeHust. CpeqHUi BpeMEHHOW HHTEpBal
MEXy TEPBBIM U TIOCIIETHUM HccheqoBanusiMu coctaBui 28 [12; 60] mec. B ocHOBHOM rpymme u 12
[9; 21] mec. B rpyImine CpaBHEHHUS.

Tpancmopakansnaa 9SxoKI' BbINONHANACE C TMOMOLIbIO ammaparoB «Acuson Sequoia
C256» n «General Electric Vivid 7» no ctanaapTHOMY NPOTOKOJIY B IOJIO)KEHUH OOJIBHOTO JIeXkKa Ha
aeBoM Ooky u Ha cnuHe. OLEeHHBAIUCH pa3Mephl Kamep cepaua, ToimuHa cteHok, @B JDK (mo
Simpson B YeTHIpEXKaMEpHOW M JBYXKaMEpHOW MpOEKIusX), auactonnueckas ¢ynkmus JOK (mmo
cootHomeHuto E/A), cocTosiHMEe KamaHHOTO arapaTta, Hajdudue JIerouyHoi rumepreHsuu, HKM
JIK (¢ pacueToM COOTHOILIEHUS TOJIIMHBI KOMIAKTHOTO U HEKOMIIAKTHOTO CJIOEB ONpEeCHHEM
JaKyHapHOTO KPOBOTOKA).

Kontponsrast DxoKI' BemomHena 28 (52%) mampieHTam B OCHOBHOH rpymme u 25 (41%) —
B rpynmne cpaBHeHus. CpeJHUI BpPEMEHHOM MHTEPBAI MEXy NEPBbIM U MOCJIEIHUM HUCCIIEJOBAaHUSIMU
cocraBui 30 [12; 59] mec. B ocHOBHOI rpynme u 9 [4; 13,5] mec. B rpymnne CpaBHEHUSL.

MPT cepoua c KOHTPAaCTHBIM YCWJIGHHEM TaJ0JHMHUEM (TIpernapar raJoBUCT) C TOJIIMHON

cpe3oB 4—-6 MM mpoBoauiiack B JIPLl PoczmpaBa mnm HIICCX umenu A.H. bakynea. Ocoboe
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BHUMaHue ynemsuioch xapakrepuctukam IDK: ero ®B, KO, cootnomenuto KJIO wu IIIIT,
TOJIIIMHE CTEHKHU U y4acTKaM €€ UCTOHUYECHHUS, HATMUUIO TUIIO-/IUCKIHE30B, aHEBPU3M, BKIIOUCHHM
JKUPOBOM IJIOTHOCTH, «Hamos3aHuto» Ha Mmuokapn [DK snmkapauansHoro skupa. Kpome Toro,
OIICHUBAJIUCh pa3Mepbl OCTAIBHBIX KaMep Cep/la, HaJu4He >KUAKOCTH B IMOJIOCTU MepuKapia u
YIUIOTHEHHUE JIMCTKOB NE€pUKapAa, OTCPOUYEHHOTO HAKOIUIEHUsT KOHTpacTHOro mnpemnapara. MPT
cepaua npoesieHo 49 nanyeHTam B OCHOBHOM rpynie u 33 — B rpyIie CpaBHEHUS.

Mynvmucnupanvnas komnstomepnas momozpagusn cepoya (MCKT) c B/B KOHTpaCcTUPO-
BaHMEM OMHHMAaKOM-350 npoBoawiack B otaeneHuu J1ydeBoil nuarnoctuku ®I'AOY BO Ilepssiii
MI'MY wumenun WN.M. CeuenoBa. Hcnomb3oBancs 320-cnupalibHbIi KOMIIBIOTEPHBIH TOMOTrpad
Toshiba Aquillion One. OneHUBAINCH COCTOSTHUME KOPOHAPHBIX apTEPHi, HATUYHE OTCPOYCHHOTO
HAKOIJICHUsI KOHTPACTHOTO IMpernapaTra, HEKOMIIAKTHOTO CJIOS B MHOKap/e, YYacTKOB >KHPOBOM
WHOWIBTPAIIUU MHOKapAa, BHYTPUCEPACYHOrO TpomOo3a. IlamueHtaM ¢ WMIUIaHTHPOBAHHBIMH
ycrpoiictBamu (OKC, UK/I) Beimonnsanocs MCKT cepana B cBsi3u ¢ HEBO3MOYKHOCTBIO IPOBEACHHUS
MPT. UccnenoBanue BHIOTHEHO 17 OOMHHBIM B OCHOBHOM I'pyIIie ¥ 6 — B TPYTIE CPAaBHEHUS.

Cyunmucpagpusa muokapoa TPOBOAWIACH B OTACJICHUU PATUOHYKIMIHOW AUATHOCTUKHU
OI'AOY BO Ilepeeii MI'MY wumenn W.M. CeuenoBa. NccienoBanue MpOBOJIUIIOCH C

HCTIOTb30BaHMEM pamuodapMmpenapara (POIT) ™

Tc, KOTOpBIii TpecTaBIseT COOON KOMILIEKC
TeXHEIHUA-99M ¢ 2-MeTOKCHUH300yTIIM3oHUTpUiIoM. OIeHHBAIOCh Ham4due AUQPy3HOTO
HepaBHOMepHoOro pacnpezaeneaus POII u ouaroeix nedextoB nepdys3uun B mokoe. Mccnenoanue
BBINIOJIHEHO 5 MaleHTaM B OCHOBHOM rpyrre u 17 — B rpynmne CpaBHEHUSI.

KAT BpImONHANACH B YCIOBHUAX OTIEJICHUS aHTHOTpaduu uepes3 OeIpEeHHYI0 WU IJICYEBYIO
apTepuIo, ¢ BHYTPUBEHHBIM KOHTPACTHMPOBAHHWEM BH3UIakoM. McciegoBaHue MpPOBOAMIIOCH MJIS
UCKJIIOUEHHs] KOPOHApPHOTO aTepockiepo3a y psaa OompHBIX ¢ cuHapomoM JIKMII w/unum
ycroitunBoit KT, a Ttaxxke mist yrounenuss naHHblx MCKT. KAI' BeimonHena 9 manuentam B
OCHOBHOU rpynmne u 13 — B rpynme cpaBHEHUS.

Mopdghonozuueckoe uccneoosanue muokapoa. Matepuain ajisg UCCICAOBaHMS ObUT TTOJTyYeH
mu6o B xome OMb IDK, nubo wuHTpaomepanroHHON OWOINCMU MHUOKapAa, €CIU IMalHeHTaMm
BBITIOJTHSUIACH OTEpaIusi Ha OTKPBITOM cepAle, Ju00 MpU HCCIEAOBAHUU SKCIUIAHTHUPOBAHHOTO
cepana, OO0 TpH ayTomnchH. AHANW3 TOJYYEHHOIO MaTepuaia BBIMONHICA Ha Kadeape
narosnornyeckoi anatomuu Ilepporo MI'MY wumenn W.M. CeuenoBa u BkiIodan B ceOs
CTaHJApPTHOE THUCTOJIOTMYECKOE HCCIEAOBAaHME B CBETOBOM  MMKPOCKONE C  OKpPacKou
reMaTOKCUJIMHOM-303MHOM U MUKPOpyKcUHOM 1o Ban ['30HYy (7151 BBISBICHHS COCIUHUTEIBHOM
TKaHH), 10 JOIOJIHUTEIBHBIM ToKa3aHusiM — PAS-peaknus ¢ peakrmBoM llludda (BeisiBICHHE
[JIMKOT€Ha M JAPYTUX CIO0XHBIX YIJIEBOJOB), OKpacka KOHIO-pOT Ha aMWJIOUJ C HCCIIEJOBaHUEM
npenaparoB B NoJisApu3yiolieM cBere. B ocHoBHO# rpymnme DOMDB BbilonHeHa 2 mamyeHTam,

ayrorcuss — 2. B rpynme cpaBHeHUS MOPQOJIOTHUECKOE HCCIEOBAHUE MHOKap/a BBINOJIHEHO
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10 GompHbiIM (OMB — 7, wuHTpaomepanuoHHas OHWOICHS MHOKapaa — 1, HccienoBaHHe
JKCIUIaHTHpOBaHHOro cepaua — 1, ayroncuss — 1). Ilepen nposenenunem OMB OonbHOMY
NPEIOCTABIIINCh HMHpOpMALUs A [AUeHTa, KOTOPOMY IPEAINOoJaraeTcsl IMpPOBEACHUE
SHJIOMHOKapIUaIbHOW OHOINCHM, M CcOrjlacue Ha ee mpoBelaeHHE (0100peHbl MeXBY30BCKUM
KOMUTETOM 10 3TUKE, mpoTokos Ne 03-08).

Kpowme toro, B nporiecce o0cneaoBanms NaMeHThl OANUCHIBaU o0menpuHsaThie B [lepBom
MI'MY umenn U.M. CeuenoBa coriacus Ha 0oOcleIOBaHHE B paMKaX MEIHUKO-DKOHOMUYECKHX
CTaHJapTOB M Ha TMPOBEACHHE psAla CTAHJAPTHBIX MHCTPYMEHTAIbHBIX MCCIEAOBAHUN
(cumaTUTpadum  muokapma, MCKT cepama ¢ B/B  koHTpacTHpoBanueMm, KAI), a Taxke
WHOPMUPOBAHHOE COIJIaCM€ Ha XpaHEHHe OHOJIOTMYECKOro MaTepuana M TEeHETHYEeCKoe
UCCIIeIoBaHNEe, KOTOpoe MpHuMeHsieTcs B jaboparopun MeauuuHckoi renerukn GI'BHY PHIX
umenu akaj. b.B. IlerpoBckoro.

YacroTa npoBeAeHUsI pa3IU4HbIX HUCCIEA0BaHUN B OCHOBHOM I'pYyMIE U B TPYIIE CPAaBHEHUS
npejacrasieHa B Tabmuie 10.

Tab6smua 10

YacToTa npoBeJaeHNs] MCCJIEI0BAHNH B OCHOBHOI TpyIie ¥ B TpyIie CpaBHEHU

OcHoBHast I'pynna
HccnenoBanue
rpynmna CpaBHeHHUs

Omnpenenenue TUTPOB aHTHKAPAHATBHBIX AT B CBIBOPOTKE KPOBU
(HeI;)BI/I‘{HO/B Z[I/IHaII:/II/IKe), % ’ ’ ’ 79,6/40,7 86,9/44,3
KauecTtBenHOE Ompenenenre reHoMa KapAHOTPOITHBIX BUPYCOB 100 100
B KPOBH /WK B MUOKapae, %
JAHK-muaraoctuka AJITK, % 100 0
Crannaptaoe OKI', % 100 100
MIDK, % 33,3 3.3
Cyrounoe monuTopupoBanue JDKI' mo Xonre
(ZepBPI‘IHo/B ,E[I/IHaII)VIIfKe), % " 100/57.4 100770,5
TpancropakansHas IxoKI (mepBuaHo/B nuHAMUKE), % 100/52 100/41
MPT cepana, % 90,7 51,6
MCKT cepaua, % 31,5 9,8
CuunaTurpadus Mmuokapaa, % 9,3 27,9
KAT, % 16,7 21,3
Mopddonorngeckoe uccieoBaHNe MUOKap/a, %o 7,4 16,4
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2.4. MeToanka npoBeeHUs UCCJIe0BAHUSA

Cxema nu3aiiHa WCCIeAOBaHUS TIpEACTaBiIeHa Ha pUCYHKe 7. Ha smane ob6cnedosanus
NAIMEHTOB B MEPBYIO OYEPE]lb OLIEHMBAJIOCh HAIWYUE KPUTEPHUEB BKIIOUYEHHS U HEBKIIOUEHHUS B
uccienoBaHne. B 3aBHCHMOCTH OT pe3yJbTaTOB OOCIEAOBAaHMS IMALMEHTHl Pa3JessIiNCh Ha
OCHOBHYIO Tpymiy (B ciy4ae, €Clid Yy HUX OBUIM KpPUTEPUHM JOCTOBEPHOTO, BEPOSITHOIO HIIU
Bo3MoxkHOoro nuartHoza AJIIDK) u rpynmy cpaBHeHUs (MalMEHThl C OTAEIbHBIMH KPUTEPUSMH,
HenoctaTouHbIMU st auarHoza AJIIDK). B nanpHeimeM BHYTpM OCHOBHOW TpyHmbl ObUIH
BBIIETICHBI TPH MOATPYIIIBI B 3aBUCUMOCTH OT KIMHUYECKOTO T€UEHHS 3a00JEBaHUS: MAIUEHTHI C
nateHTHOM aputmudeckoir Qopmoit AHIDK (n =29, wacras XKD w/wm wueycroiumBas XT);
pa3BepHyTO# aputMuueckoi popmoii (n = 11, ycroituusas XKT/DXK); AAIDK ¢ mporpeccupyromieit
XCH (n = 14, XCH sBnseTcs OCHOBHBIM KIIMHUYECKUM TPOSIBICHHEM 3a00JI€BaHUS).

B rpynne cpaBHeHus OoibHBbIE OBUTM TaK)Ke paslieleHbl Ha TPU IMOAOOHBIE MOATPYIIIHI:
NAalMEeHThl C YacTOM MPaBOXKETYJOYKOBOH HKCTpAacHCTONMEH 0€3 CTPYKTYpHOTO 3ab0JeBaHUs
cepaua (n = 28); ¢ ycrorumuBoii KT 6e3 cTpykTypHOro 3aboneBanus cepaua (n =9); nunaranuen
I[DK wm xenymoukoBeIMH HapyuieHussMH putMma (n=24). B xoxe craructudeckoil oOpabOTKH
JAHHBIX IPOBOAMIOCH KAaK CpPaBHEHUE OTHAEIbHBIX MOATPYII IMONApHO, TaK M COMOCTaBJICHHE
OCHOBHOM I'pyMIIbl U TPYIIIbI CPABHEHUS LIEJTUKOM.

Kpome Toro, y kaxxaoro 00JbHOTO yYUTHIBAJIOCH HATWYKME WIH OTCYTCTBHE COITYyTCTBYIOILETO
MuokapauTa. CpaBHUBAINCh MEXKIY COOOM MalMEHThl ¢ MUOKapAUTOM U 0€3 B OCHOBHOH IpymIie, a
TaK)K€ MalMeHThl C MUOKAapAUTOM B OCHOBHOM I'PYyIIIE U B IPYIIE CPaBHEHUS.

VY Oonblieil yacTu MalMEHTOB AUArHOCTUKAa MHOKAPAWTA OCYIIECTBISIACh HEMHBA3UBHBIM
o0Opa3om. {7151 3TOro UCnonb30BaJICs NMPEAJIOKEHHBIN paHee adropUuTM HEHHBA3UBHOW IMAarHOCTUKU
MHOKapauTa Juid OOJIbHBIX C apUTMHUYECKHMM BapuaHToM u cuHapomoMm JIKMIIL. Aunroputm
pa3paboTaH Ha OCHOBAaHWU OIEHKM 3HAYMMOCTH pAa3JIUYHBIX HEWHBA3MBHBIX KPUPTEPHEB B
COTIOCTABJICHHH C JAaHHBIMH MOP(}OIOTHYECKOro uccienaoBanus muokapaa y 100 GonbHbIX [4].
Haubonee 3HaumMmble NMArHOCTUYECKHE NPU3HAKA MHOKapIuTa MOJPa3AesUTUCh Ha OoJbIIne
KPUTEPUH, 32 KAXKIbII U3 KOTOPHIX MAI[MEHTY HAUMCIUIOCH MO 2 0aia, U Mallble KpUTEpHH, 3a
HaJIMYUE KaXI0T0 U3 KOTOPBIX HAYUCISUIOCH 10 1 Garty.

BoJsbine KpuTepuu MHOKAPANTA:

* aHaMHecTHYeCKas Tpuajaa (CBsA3b Ne0roTa 3a00JeBaHUS C TEpEHECEHHOW WH(EKIMew;
OCTpO€ Havallo; TaBHOCTH 3a00seBaHus MeHee | rofia) Uiu OCcTpoe Havajo + CBA3b ¢ UH(DEKITHe;

* CHUCTEMHbIC UMMYHHBIE MPOSIBJICHNUS;

* BBICOKHE TUTPBI aHTUKAPAUAJIBHBIX AHTUTEIL.

Mauible KpUTepUH MHUOKAPIANTA:

* Bo3pact ot 40 Jer;

¢ OCTpOC HaAvaJIo,
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ObcnepoBatine: KPUTEPWN HEBKNKYEHWA
#anobel, aHAMHES, 00 bEKTMEHOE NCCNEQOBAHNE,

3K, 3KI Beicokoro paspeweHna, XM 3K, 3X0-KT, MPT /’

cepaua;

CTAHJAPTHAA NAfopaToOpPHAA QMArHOCTHER, TWTPE AHTHEARGH-
AnNbHBIX AHTWUTEN, KAPOWMOTPONHLIE BAPYCHI;

KOHCYMbTALMA TEHETWMKA C BOSMO®HON nocnegywowei [OHK-
LWArHOCTHKO;

OononuuteneHo: MCKT cepgua, 3ME, KA, cumHTUrpagma.

NaUMEHTEI C fOCTOBEDHLIM,

BEPOATHEIM MMM BOSMONHBEIR

!

KDUTEDUA MCKITIOYeHUA
KPWUTEPWUK BKNHDYEHNA Fy
-
| ocHoBHas rpynna rpynna cpaBHEHUA | =
(n=54) (n=61) i3
g
naTeHTHas dqopma MR3C - é g
me | om Mo | om ) 3=
5 pazeepHyTan gopma MAT ) s §
= M+ | M- me | M- ) E 2
g _ =
= | enperpeceupylowei CH yEenuyeHune M ) % i
3 we | om me | om0 2 g
p —
— —
NEYEHHME:
MeoukameHTOIHOE:
*  KApPOWOTPONHAA/AaHTUADPUTMUYECKAR/QUYPETUYECKAA Tepanus;
* MpPOTUBOBOCNANWTEMEHAR/MMMYHOCYNPECCHBHAA Tepanna; |
WHTepeeHUHOHHOe (NpK HeobxogumocTu):
»  PYA wmnnanTauna MKO.
¥
NOBTOPHOE OBCNEOOBAHWE:
12 mec.
o 3ZK XM 3KE, 3X0-KT

®  TUTPpElI AHTWEADOWANEHBR AHTUTEN.

M+ — ectb MuOKapauT, M— — HET MHOKapAUTa

Pucynox 7. [Iu3aiin uccjieoBaHus

CBsI3b J1e010Ta/000CTPEHNUST CHUMITTOMOB C HH(EKITUEH;

JIaBHOCTH J0 rOJa;

aHFI/IHBI/ TOH3UIIIINT,

MUKPOBACKYJIIpHAs CTCHOKAPAUS/HILIEMUs (MOXKET COUETATHCS C aTEPOCKIEPO30M);
BHUPYCHBI '€HOM B KPOBHU;

neiikorutos, CPb, yBennuenne COD, pudpuHoreHa;
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e moseimenne ACJIO;

e 0o0mIMe IMMYHHBIC U3MEHEHUS B KPOBH;

* TIOJIOKUTEIbHBIN TPOIOHUH;

* matonorudeckuii Q/ komruiekcsl QS Ha OKT';

* aTpuomeranus (Uil MalUEeHTOB C APUTMUSIMHU);

* jokansHbIe THIOKHHE3BI (DX0KT);

* BBINIOT B IEPUKAP/E;

* HapymeHus nepdys3un (cuuHTUrpadus);

* orcpouenHoe Hakoruienue (KT/MPT).

[locne moacuera 0anoB MNPUMEHSIOCH JWArHOCTUYECKOE IMPABUIIO, B COOTBETCTBUHU C
KOTOPBIM OTPEEINSIach BEPOSTHOCTh MUOKAPIUTA Y TAIlCHTA:

e 1-2 6amna (1 OonbmIoi / 2 ¥ MEHEE MaJIbIX KPUTEPHS) — HU3Kasl;

* 3-4 (2 6ompmmx/ 1 6onpmion u 1-2 Mansix/ 3-4 Majbix) — CpeaAHAS;

e 5-7 (3 6onpmmx/ 2 Gonpimx U 1 Manblit/ 1 60ybIIoN U 3-5 MalbIX) — BHICOKAS;

* 8 ubonee (3 60abIUX U 2 MaBIX/ 2 OOJNBIINUX U 4 MaJIbIX) — 04€Hb BHICOKAS.

VY 2 manueHTOB B OCHOBHOM IpymIme Uy § B rpyIINe CPaBHEHHUS HATMYNE MUOKApAUTa OBLIO
MOJITBEPKIEHO MOP(OTOTHUECKH.

Ha smane neyenus mauyeHTOB MPOBOJAWINCH MEIUKAMEHTO3HAs Tepamnus W, NpU HAIWIUU
MOKa3aHUM, MHTEPBEHIIMOHHOE JedyeHue. MenuKaMeHTO3HOE JIEYEHHE BKIIIOYAJIOo B cels 1momdop
AHTUAPUTMHUYIECKON M KapJHOTPOITHON Teparnuy, Ha3HaYeHUE JUYPETUKOB MPU HAIMYMU KIMHUYECKUX
npossieHnid XCH; B cilydae BbIBJIEHUS AKTMBHOIO MHOKAapAWTa MPOBOAWICA Kypc HMMYHO-
CYIIPECCHBHOM Tepanuu. VHTepBEHIIMOHHOE JICYeHHE BKIIIOYAIO0 B ceOst BeimonHeHne PYA aputmo-
reHHoro ¢okyca npu 4actoil moHomopdHoit XKXKOC wmu ycroitunBoit KT u mmmiantammo WK/
[TomHOCTBIO CTPYKTYpa JCUSHHSI B KaXI0M U3 MOATPYII OYAET pacKpbiTa B pazzeie «Pe3yabTars».

Ha smane xoumponsa depe3 12 MecsieB NpoBOJMIOCH IIOBTOPHOE 00CIeI0BaHNE MAIMEHTA,
KoTopoe mnozapazymeBaio BbinosHeHue OKI', cyrounoro monurtopupoBanus OKI' mo Xomrepy,
OXO-KT', onpenenenre TUTPOB aHTUKAPAUATBHBIX AT B quHaMuke. Cpok HAOIIOIEHUS MTPEBBICUIT
12 mec. y 38 (70%) naumeHnToB B ocHOBHOW rpynme u y 37 (58%) — B rpynmne cpaBHeHus. B
tedyenue 18 — 24 — 36 — 48 —>60 mec. Habmoganock 33 (61%) — 24 (44%) — 21 (39%) — 18 (33%) —
14 (26%) GonbHBIX B OCHOBHOM Tpytme u 28 (46%) — 17 (28%) — 14 (23%) — 12 (20%) — 9 (15%) B
rpymnre cpaBHeHUs. CpelHuid CpOK HAOJIOJACHHS 3a TAMEHTaMH OCHOBHOM TpyImbl coctaBui 21,5
[6; 60] mec., a B rpynne cpaBHenus 13 [7,5; 28] mec. JlaHHbIE 0 TOM, CKOJIBKUM MALUEHTaM U B KaKue
CpOKHM OBUIO TMPOBEACHO B JAMHAMUKE KaXKIO€ W3 3asABJICHHBIX HCCIICJIOBAHHMA, OTPAKEHBI B
yactu 2.3. B ciyuae, ecnu manueHT HaOMIOAAQNICS B KIMHUKE B TEUEHHE IJIUTEIHLHOTO BPEMEHHU U

HEOJTHOKPATHO MPOXOAMJI BbIIICMIEPEUNCIICHHbIE 00CIIeJOBaHMs, MPU CTaTUCTUUYECKOW 00paboTke
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OLICHUBAJIUCh JAHHbIC MOCIEAHUX HCCIeAOBaHU. YacTh NAUMEHTOB W3 OCHOBHOW TPYMIIbI
HaOMIOJaIMCh B KIWHUKE e€lie J0 Hayajga HMCCIEeNOBaHMs, a B XOJ¢ JaHHOW HaydyHOH pPabOThI
NpUITAIATNCh HAa KOHTPONb. TakuMm 00pa3oMm, Halle WCCIEeIOBAaHUE SBISETCSA YaCTUYHO
PETPOCIIEKTUBHBIM, YACTUYHO — IIPOCIIEKTUBHBIM.

CrnenyeTr OTMETUTD, YTO Ha0Op OOJIBHBIX B OCHOBHYIO TPYIITY MPOIOJIKAJICS Ha TMPOTSHIKEHUN
BCEX TPEX JIET JUCCEPTAIMOHHOTO HCCIEAOBAHMS, TaK KaK OOJbIlIee KOJUYECTBO IAIIMEHTOB B
KOKJIOM TOATPYII TO3BOJSUIO TOJNYYUTh Oojiee JeTajabHbIE TMPEJACTABICHUS O KaXJAOW U3
KIIMHAYECKHX (OpM, OHAKO y TMAIMCHTOB, HaOpaHHBIX MEHEe 4YeM 3a 6 MecC. O OKOHYaHHUS
HCCIIeIOBaHNs, HE OIICHMBAjach JUHAMMKa mHokasaTeinei. Ha MOMEHT OKOHYaHHs HCCIEIOBaHUS
KOHTAaKT YTpayu€H C 3 malMeHTaMy U3 OCHOBHOM I'PyNIbl U ¢ 9 — U3 rpyMIibl CPABHEHUS.

[Ipy TOBTOPHBIX KOHTAaKTaX C IMMAallMEHTaMH, IOMHMO JaHHBIX JabOpaTOpPHBIX U
WHCTPYMEHTAIBHBIX HCCJIEIOBAHUM, OLICHUBAIUCH CJEAYIOUINE UCX00bl (KOHeuHble MOUKU
uccnedo6anus): CMEpTh OT KapIUOJIOTUYECKUX M MHBIX MPUYMH, 0OMOPOKH, 3apETHCTPUPOBAHHBIC
smm3oanl  yeroiuuBor KT, DX, anmexBarnwie cpabarbiBanms WKJI, pasButue cepaedHoi
HEJOCTAaTOYHOCTH.

Ha xaxaoM u3 3TamnoB ucCClen0BaHMs MAUEHT MOT MO0 COOCTBEHHOMY KENIaHUIO BBINTH U3

UCCIIEIOBaHMS (3TO €AMHCTBEHHBIN KPUTEPUN UCKIIIOUCHHS), OHAKO TAKUX OOJILHBIX HE OBLIO.

2.5. MeToabl cTaTHCTHYECKOI 00padoTKH

JU1st cTaTUCTUUECKOro aHaln3a JJaHHBIX HcToib3oBasack nporpamMma IBM SPSS Statistics v.22.
JluckpeTHble aHHBIE MPECTaBICHbI B BUJIE pacHpesiesieHns] aOCOMIOTHBIX 3HAUEHWH U IPOLIEHTOB.
HenpepbiBHbIE faHHBIE MPEACTaBICHbl B BHJE CPEAHET0 apu(PMETHYECKOro + CpeIHEKBaApaTUUHOE
OTKJIOHEHHE B CITy4ae MpUOIM3UTENbHO HOPMAIBHOTO pacrpeesieHust Wi B Buae KBapTtuiei 50 [25;
75] B TOM ciy4ae, €ClId pacrlpeleseHUe IOIy4YEeHHbIX 3HAYEHUM 3HAUUTENbHO OTJIMYACTCS OT
HOpMaJIbHOTO. [[JI1 MpOBEpKH HOPMAILHOCTH PACHpPENENICHNS] UCTIONB30BAICS OTHOBBIOOPOYHBIN TECT
KonmoropoBa — CmupHoBa. CpaBHEHHE TMAIMEHTOB IO TIpylmnaM (HE3aBUCHMBIE  BBIOOPKH)
MPOBOMIIOCH MPH TOMOIIM ¥ (s Tabmm 2x2 — B BapuaHTe TOYHOro Tecta (dwurmepa), a Ul
OCTAJbHBIX THUIOB NEPEMEHHBIX — MpHU nomou 7-tecta CThIOJEHTa B Cilyyae MPUOIM3UTENBHO
HOPMaJIbHOTO paclpesieNieHnsi M 4Yucia HaOmoneHuid cBbime 50, B MPOTHBOIMOJIOKHOM ClTydae
ucnons3oBaics U-tect ManHa — YutHu. [Ipy NOBTOpHBIX W3MEPEHMSAX HCIONIB30BAICA KPUTEPHH
YunkokcoHa. JIocToBepHbIMH (CTaTUCTUUECKH 3HAYUMBIMM) CUUTAIUCH pazianuus rmpu p < 0,05.

Jlis OLEHKU CBSI3U MEXAYy JABYMsS IOKa3aTelsIMH I METPUUECKUX IEPEMEHHBIX C
OpUOJIM3UTENIBHO HOPMAJIBHBIM — PACHPECIEHUEM HCIOIb30BAICT KOI(DGUIMEHT KOppPEsLUn

[Iupcona, st METPUYECKUX NEPEMEHHBIX, PACHPEACIICHUE KOTOPBIX 3HAYUTEIBHO OTINYAETCSA OT
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HOPMAJIbHOTO, a TaKKe I KaTerOpUANbHBIX IMXOTOMHYECKHMX W TOPSAKOBBIX MEPEMEHHBIX
UCIIONIBb30BajICs KOAPPHUIHUEHT paHroBoi koppemsiuun CrupMeHa.

[Ipu oueHke NPEAUKTOPOB HCXOJIO0B 3a00J€BaHMSA PACCUMTHIBAIUCH OTHOILEHHE LIAHCOB
(OLI) u 95%-welii noBeputenvHbI uHTepBan (M), a Taxke nansd1 0xHO(AKTOPHOTO U
MHOTO()aKTOPHOTO aHaJM3a WCIIOJIB30BAINCH JMHEWHAss W JIOTUCTUYECKHE perpeccuu. Taroke
UCIIOJIb30BaJICS aHAJIM3 BBDKMBAEMOCTH 110 MaHHY — YUTHH, (p)aKTOpbl pUCKA UCKAIH MPU MOMOILU
perpeccun Kokca. B cioywae eciu daxTop pucka ObLI MPEACTaBlIE€H HENPEPHIBHOW NEPEMEHHOI,
npeaBaputensHo Tpu nomon ROC-KpUBBIX ONpeAensioch IOPOroBO€ 3HaueHHE (Touka C
MaKCUMaJIbHOH CYMMOW YYBCTBUTEIBHOCTH H CHEIU(PHUIHOCTH), B COOTBETCTBUU C KOTOPBIM
HaOJIIOACHUS pasfe/suiuch Ha JBe rpynnsl. ['paduueckn 1mokas3aTrend BbDKMBAaE€MOCTH, B
3aBHCUMOCTH OT OTCYTCTBUSl WIM Haluuus (akTOpPOB PHUCKA, NPEICTaBICHbI B BHUAE KPUBBIX
Kannana — Maiiepa.

[Tonmy4yeHHBIE TIPU CTATHCTUYECKOM aHAIU3€ Pe3yJbTAaThl MPEACTABICHH B BHIE TaOJHIL,
rpa¢ukoB M JuarpaMm, CO3JaHHBIX MpU moMomu mporpammbl SPSS statistics v.22 u makera

npunoxenuit Microsoft Office 2007.
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I'JTIABA 3. PE3YJIBTATBI HCCJIEJJOBAHUSA

3.1. Knuanueckne popmur AAIIK

VY nanuMeHTOB OCHOBHOHM TIpyIIbl ObUIM MPOAHAIM3HPOBAHBI OCOOCHHOCTH KIMHUYECKHX
NpOSIBJICHUI M TeueHHs 3a00JIeBaHMsI, B COOTBETCTBUU C KOTOPHIMH HaMH BBIIETICHO 4 OCHOBHBIC
knanYeckre Gopmer ATDK:

I. JlatenTHas aputmuueckas (opma — mposBisercs yactor KXOC w/munm smu3zogamu
HeycToiunBoi XKT B orcyrcrBue ycroitunsoit KT;

I1. Pa3BepuyTas aputmuueckas popma — Hanuuue ycroituuoid XXT/DX;

1. AATDX ¢ nmporpeccupyromeit XCH (XCH siBnsiercs BeaylM KIMHUYECKUM HPOSBICHUEM);

IV. AJAITX B coueranun ¢ HKM.

OctaHoBuMcs moapoOHee Ha OCOOEHHOCTSIX KakIoW u3 kinuHudeckux ¢opm AIDK mo

OTZEJILHOCTU U B COIIOCTABIICHUH C IPYIIION CPABHEHUS.

3.1.1. JlatrenTHas apuT™MU4ecKkas ¢gopma

JlarenTHass apuTMHUYecKas Gopma TPOSBISETCS YAaCTON KEITyJOYKOBOH IKCTPACHUCTONHECH
u/vunm snu3onaamu HeyctoiunBoi JXKT, yeroriuusas XKT He peructpupyercs.

Hannbiit kmuandeckuit Bapuant AJITDK npeoGianan B Hamiel KOropTe U IUarHOCTUPOBAH y
noJIOBUHBI manueHToB (n =27). Cpenu mammentoB 2/3 >xeHuuHbl (n = 18). CpemHuii BO3pact
36,7£11,9 rona (ot 18 mo 69 net). Cpegnuii cpok HaOMIOAEHUS 3a O0JIBHBIMU cocTaBmil 26 [12; 60]
mec. JlocToBepHbIi quarno3 0wt noctasiieH 14 (51,9%), BoamoxubIit — 12 (44,4%) 1 BepOATHBIHN —
1 (3,7%) mauuenty. [IpolieHT JOCTOBEPHOTO TUATHO3a B ATOU TPyIIe ObLT CAaMBbIM HU3KHM.

I'pynma cpaBHEHHS U 3TON KIMHUYECKOH (OopMBbl ObUIa TpeicTaBicHa 24 ManueHTaMH C
u3onupoBaHHoil vactoir KOC umnmu XKOC B coueranuu c smuzonamu HeyctonumBoit JXXT 06e3
CTPYKTYpHOTO 3a00JeBaHUs cepAla, Cpelrd KOTOphIX mnpeobiananu >keHmuHbl (70,8%), cpennuii
Bo3pact 39,6+14 ner (ot 18 mo 64 ner). Cpennuii cpok HaOMIOAEHUS 32 3TUMHU MallMEHTaMU
coctaBuia 18,5 [9,75; 51,7] mec. (ot 1 mec. no 7 ner).

Y OompmmHCTBa manueHToB auaro3 AJIIIDK Obum 3amomo3peH B CBSI3M € 4YacToOM
NPaBOXKEITYI0YKOBOM 3KcTpacucromueit: 20 [9,5; 36] Teic./cyT. Hacrora KOC B rpymme cpaBHCHHS
obuta HIKE: 15,8 [9,6; 22,4] ThIc./CcyT. Dmm3oa61 HeycToHunBO# KT peructpupoBainch OJIUHAKOBO
yacTto B obeux rpymmnax. Y 3 mamuentoB ¢ AJ/IIDK umenuce ciiyuan BCC B cembe, 4ero He OTMEUEHO

HHU 'y OOHOI'O 0O0JILHOTO B Tpynme CpaBHCHUA. KpOMC TOro, B OCHOBHOM Tpynme 4ame BO3HUKAIN
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CUHKOMaNbHble cocTossHus B aHamuese: 3 (11,1%) vs 1 (4,2%). Haubonee yacTbiM OIIMOOYHBIM
JIMarHO30M, C KOTOPHIM K HaM HAalpaBUIMCh TAIMEHTHI C ITOM KIMHUYECKOW (hopMoi, Oblia
unuonatudeckas KIC. OcHoBHO# nuddepeHnranbHbIii THarHo3 JaTeHTHOW apUTMUYECKON (HOpMBI
AJIIDK mpoBoauiicst ¢ M30JIMPOBAHHBIM AKTUBHBIM MHOKapIUTOM. KIIMHUYECKHE XapaKTEepPUCTHKH

OCHOBHOM TPYINIIbI U TPYTIIbI CPAaBHEHUS MPECTaBIeHbI B Tadmmme 11.

Taomauma 11

Kunnnyeckue XapakTepucTHKH NAIMEHTOB € JATEeHTHOH apuTMudeckoii ¢popmoii AIIK

B CONOCTABJIEHUM C TPYNION CpaBHEHUs!

JlatenTHas I'pynna cpaBHeHus
[Ipusnak . D
apurMudeckasi popma | (mamueHTsl ¢ yacTtoii KIC)
KomanyecTBo manueHToB 27 24 -
Cpox HaOIrOICHMS, MEC. 26 [12; 60] 18,5 [10; 52] H/I
Bospacr, ner 36,7+11,9 39,6+14,1 H/II
Orsromennsiit mo BCC cemelHbII
11,1 0 H/II

a"HamHes, %
KomuuectBo XKOC/CyTKu (ThICSUN) 20[9,5; 36] 15,8 [9,6; 22,4] H/1I
Oo6mopoxku, % 11,1 4,2 H/7
Heycroituuas XXT,% 33,3 333 H/II
Huskuii BoasTax QRS Ha OKI, % 18,5 0 0,034
AB o6nokana I cremn., % 11,1 0 H/II
Henonuas 6mokama ITHIIT, % 11,1 0 H/II
Mepnatenbaas aputMus, % 7,4 12,5 H/II
MyTanus, % 11,1 — -
CoITy TCTBY IO MHOKapIuT, %o 74,1 87,5 H/I
Hammuue XCH, % 7,4 4.2 H/II
OynkmoHabHEIH Ki1ace (PK) 0 [0: 0] 0 [0: 0] i
XCH (NYHA)

[TomMuMO aHHBIX aHAMHE3a U JUAarHOCTHPOBAHHBIX JKETYIOUYKOBBIX HAPYIIEHUN PUTMA, JUIS
noctaHoBku auarHoza AJIIDK BakHBIMH B 3TON TOATpymne ObUTM JAaHHBIE, MONTYYCHHBIE MpU
anamusze OKI' u MPT cepama. Hammuue xotst 661 ogHoro mamoro DKI'- wnmm MPT-kputepus B
COUYETaHUM C YacTOM MPaBOXKETYIOUKOBOM 3KCTPACUCTOIMEH MO3BOISIIO TOBOPUTH, KAK MUHUMYM,
0 Bo3MOkHOM quarHoze AJITDK.

Ha OKI' y 4 nanueHTOB B OCHOBHOHM TIpyII€ BBISBIEHA €-BOJIHA B IPaBBIX TI'PYIHBIX
OTBEJICHUAX (eIe y 4 — MoJI03peHue Ha €-BOJIHY B BUJE 3a3yOpHHBI Ha BocxoasauieM KoseHe QRS,
pHUCYHOK 8). B kauecTBe TOMOTHUTENHFHOTO METO/IA, TIO3BOJISIONIETO BHIIBUTH CKPBITHIE HAPYIIICHUS
penonspusanuu, ucnonb3obanack DKI' BP: 3T1o uccnenoBanue 0b110 mpoBeneHo 12 manueHTam c
naTeHTHOUW aputMudeckoit popmoit, IIITK Obutn 3apeructpupoBansl y 7 u3 Hux. Eme y nBoux mpu
TmiatenbHoM aHanmu3e crapaaptHoii DOKI B 12 orBemeHmsx Ha ckopoctH 50 MM/C BBISBICHO

YBEIUYCHUE TMPOJODKUTEIPHOCTH KOHeuHOW aktuBammu QRS nmo 60 mc, 4Tto Takxke sBIsSETCS
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ManbiM kputepueM AJITDK u3 rpynnel HapymeHuid nenodspuzanuu. Hapyiienus penosnsipuzanuu
OTMEYaJHCh y 8 OONBHBIX: ¥ 5 oTpHULaTeNbHbIe 3yOI1pl 7' B IPaBBIX TPYAHBIX OTBEACHUSX € V) 10 V3,
ay 3 — B otBeneHusx Vi—V,. Y 5 nanuentos (18,5%) na DKI' obpaman Ha ce0si BHUMaHUE HU3KUM
BonbTaX QRS, yero He OBUIO 3aperucTPUPOBAHO HU y OJHOTO OOJBHOTO B TPYyMIE CpPaBHEHHUS
(» = 0,034). DTOT TpPU3HAK TAKXKE MIUPOKO HCIOIH30BAICS HAMU B KAa4eCTBE BCIIOMOTATEIHHOTO
kputepus auarHoctuku AJIIDK. Hopmansnas OKIT (3a uckimouenuem XX3C) peructpupoBanace y
15 (55%) mnauueHToB OCHOBHOH Tpynmbl. B rpymnme cpaBHeHus y 4 MNalMeHTOB OTMEYEHBI
n3MeHeHus 3yona 7' B OTBeACHUH V), y 2 — B HWKHUX U Y 2 — B OOKOBBIX OTBEJICHUSX, Y OCTAbHBIX

cymectBeHHBIX n3MeHeHui Ha DK, momumo XKXIC, He oTmMeueHo.

18 mm/mMB

Pucynok 8. OKI' manuenTa ¢ 1aTteHTHOI apuTtMu4deckoii ¢gopmoii AJAITIK
Ckopocmyo 3anucu 25 mm/c. B omeedenuu V; — nooospenue na e-¢onmny (3azyopuna na
eocxooawem Konene Komniaekca QRS), npooomdcumenvHocms KOHEUHOU aKMuUAUUU

ORS > 55 mc, ompuyamenvnuie 3youvt T 6 omeedenusnx V-V,

[Tpu MPT cepana ysemmuenue KJIP IDK 6omee 4,0 cm ormedanocs y 11 manueHToB, 0JHAKO
otHomeHnne KJIO/BSA Beixogmno 3a pamku pedepencupix 3Hauenuit mo TFC 2010 mumb y 5
(18,5%) manmentoB. doctoBepubix pazmuumii KAP TDK u KO ITK ¢ rpynmoit cpaBHeHUs HE
nosyyeHo. OCHOBHBIM IIPU3HAKOM, BBISBICHHBIM IIpu MPT, KOTOpBIN MO3BONMI 3alOJO3pUTh
ALK, crano camxenne @B IDK, kotopas Obu1a JOCTOBEPHO HUXKE, YEM Y MAIIMEHTOB U3 TPYIIIBI
cpaBHenust  (45,6£10,4 vs 59,1£3,3, p<0,001). HomomuutensHbiM MPT-npusnakom,
3acTaBisomuM noaymarsk o auarHoze AJIIDK, sBusercs oOHapyskeHHE >KMPOBBIX BKIIOUYCHHM B
muokapae IDK, a Takxke NmoBBILIEHHOE COAEpXKAaHUE SNMUKAPAUATBHOIO )KHpa C «HANOJI3aHUEM» Ha
muokapa [DDK, duro BcTpedaeTcss JOCTOBEPHO 4Halle y MAIMEHTOB OCHOBHOW Tpymnmbl (55,5% vs

20,8%, p =0,03). OrcpoueHHOE HAKOIUICHHME KOHTPACTHOTO TIpenapara perucTpupoBaIoCh
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MPEUMYIIECTBEHHO CyOdMUKapauanbHO U BbIsABIsIOCE Yy 40,7% B ocHOBHOM rpynne u y 25%
OonbHBIX B Tpymnme cpaBHeHus (p > 0,05). OxoKI-mapameTpsl y MoAaBisAIOMIEro OOJBIIMHCTBA
NAlMeHTOB B o0eux TIpynmax HaXOAWJIUCh B IpeAesiax HOpMajbHBbIX 3HaueHuM. JlaHHbIE,
nonyueHHele npu OXO-KI', cymecTBEeHHOro 3HAaueHUs B IIOCTAHOBKE JAMAarHo3a HE HMENH.
OcHoBable MPT- u OXO-KI' mapameTpbl NanueHTOB OCHOBHOM IpyNIbl M TI'PyIIbl CPAaBHEHUS

npecTaBIeHbI B Ta0nuie 12.

Taoauma 12

Ycpennennbie IX0KI'- u MPT-napamerpbl NaMEHTOB € JJATEHTHOH apuTMHYeckoil ¢popMoii

B CONOCTABJIEHUM C TPYNION cCpaBHeHUsI

JlatenTHas I'pynna cpaBHenust
pusnak . D
apurMudeckasi opma | (manmeHTshI ¢ yactoi JKIC)
MPT-napamempeyl

KJP IDK, cm 3,940,8 3,6+0,8 H/1
WNunexcuposannsbiii 06beM [1DK, MM’ 85,1+£25,7 65+0 H/I
OB ITK, % 45,6+£25,7 59,1+3,3 0,009
KO ITK, mn 137,0 [106,8; 170,3] 105,5 [95; 153] H/I
Braocsmmii Tpakt [TK, cm 2,6£0,5 2,6£0,5 H/7
BrisBnenue xupa, % 55,5 20,8 0,03
Huc-, runokunessl [DK, % 100 45,8 0,03
OTCpoUCHHOE HAKOILICHUE

40,7 25,0 H/1
KOHTPAcTHOTO Tpemnapara, %
KJIP JDK / KAP ITK 1,3£0,2 1,4+0,3 H/I

OxoKI -napamempul

KJIP JDK, cm 5,0=0,6 4,8+0,4 H/1I
K0 JIX, mn 102+27.8 103,4+21,6 H/II
OB JIXK, %, 63,0+6,2 61,0+4,0 H/1I
TIIT, mu 44,8+15,2 38,2+13,1 H/II
JIIT, Mo 51,8+18,3 45,9+18,1 H/1
I13P IDK, cm 2,2[1,8;2,9] 2[1,7;2,5] H/1
Tommuaa cBoO0aHOM cTenku IDK, MM 3,3 [3,0; 4,0] 3,0[3,0; 3,5] H/1
KJP JOK / KAP DK 2,3+0,6 2,5+0,5 H/1
MP, crenenn 0[0; 1,0] 0[0;0,4] H/1
TP, crenienb 01[0; 1,0] 010; 0,4] H/7O
E/A 1,4+0,5 1,4+0,5 H/1

[Tatorennsie MyTaruu ObuTH 0OHApYXeHBI y 3 manueHToB B TeHax DSG2, FLNC u SCN5A.
Kpome Ttoro, eme y 3 manueHToB B reHax, accouuupoBanHbix ¢ AJIDK (PKP2, JUP n LDB3),
06Hap}I)KeHLI BapuaHTbl C HCU3BCCTHBIM KIMHUYCCKHM 3HAYCHHUEM, KOTOPBIC TAKXKE MOIYT
OKa3zaTbcs MaToreHHbIMU. VX ponb B HacTosIee Bpems yTouHseTcs. MyTtanun OblT 00HapysKeHbI
y | mameHTa ¢ JOCTOBEPHBIM AMArHO30M, ITOCTaBIEHHBIM elie 10 npoeaeHus JJHK-quarnoctukuy,

ny 2¢ BCPOATHBIM, 6)'[8.1"0,[[8.135[ YCMYy AUArHO3 TAKKE IIEPCUICIT B KATCTOPUIO JOCTOBEPHOTO.
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XpoHnuecknii NH(PEKIIMOHHO-MIMMYHHBIH MUOKapuT JuarHoctuposad y 20 (74%) manmeHToB
¢ AIIDK, y 4 u3 Hux (20% OONBHBIX ¢ MHOKApIUTOM) — BUPYC-TIO3UTHBHBIN 110 KpoBu (EBV: n=2;
EBV+HHV4: n=1; HSV1: n=1), B rpynme cpaBHeHUsI MUOKapIuT BbIsiBlieH Yy 21 manuenTa (87,5%),
y 1 (4,8% GONbHBIX ¢ MUOKapIUTOM) — BUpYC-IO3UTHBHBIN 10 kKpoBu (EBV), pucynok 9. Ilo vactote
COIYTCTBYIOILIET0O MHOKapAXUTa B OCHOBHOM IpyIIe U IpyIIe CpaBHEHHUs JOCTOBEPHBIX PAa3IMUYMil HE
oTMedeHo. J[aBHOCTD 3a005eBaHus OblIa TOCTOBEPHO Oosbiie B ocHOBHOM Tpytie (120 [36; 250] Hen.
vs 24 [7,5; 69] uven., p =0,001). CBsi3p ne0roTa 3a007€BaHuUs C IEPEHECEHHON WH(EKIMEH oTMeUanach
muuib y 8 (30% oT GOJIBHBIX C MHOKApAWTOM) YEJIOBEK B OCHOBHOM IpyIne B conoctaBieHuu ¢ 14 (2/3
oT OONBHBIX ¢ MUOKapauToMm) B rpymnne cpaBHenus (p =0,008), octpoe Havyamo — y 10 (monoBuHa
OOJILHBIX ¢ MHOKapIWTOM) B OCHOBHOU rpymme u y 17 (81% OONbHBIX C MHUOKApAWTOM) B TPYIIIE
cpaBHenus (p =0,092). Ilpu nateHTHON apUTMHYECKON (OpME OTMEUAeTCs] KOPPEeNslys HaaIudus
muokapauta u [13P IDK (r=0,4, p=0,046), a Tarwke oTpuULIATENIbHAS KOPPENSLHUS C YacTOTOMN
BeisiBiieHus skupa B [DK mpu MPT (r=-0,46, p=0,021). Ilocnenusas MoxeT oTpaxkaTb Kak Ooiee
PaHHIOIO CTaJUIO 3a00JIEBaHUS JI0 MOSBICHUS BU3YaJIbHO ONpPEEIsIEMbIX AKHUPOBBIX BKIIOUEHUH, KOraa
st maaugecramn AJITDK HeoOxomumo OBUIO NMPUCOSTUHEHHE MHUOKApAWTA, TaK M HMHUTAIHIO

MHUOKapAUTOM KIIMHUYecKoi kapTunbl AJ{IDK.

B HeT MMOKapauTa

83%

BUpYyC-HeraTMBHbIH
MWOKapauT

B BUpYyC-NIO3UMTUBHDIN 13%
MWUOKapauT

NareHTHasa apuTMUYecKas Mpynna cpaBHeHWA
copma AOMK

4%

Pucynok 9. YacToTa conyTcTBYIOIIEr0 MHOKAPANTA

Y NAIUEHTOB C JIATEHTHOW apuTMH4YecKoil (OpMoOii M B rpyinie CpaBHEHUA

JleTanbHBIX MCXOJOB B OCHOBHOM IpyIIe HE 3aperucTpHpoBaHo. B rpymnme cpaBHeHHs 3a

BcE BpeMs HaOmoneHust ymepio 2 nauuenta (1 — TOJIA, 1 — HacunbCTBEHHAs! CMEPTB).

3.1.2. Pa3BepHyTas aputMu4eckas popma

PazBepuyTas apurmudeckas ¢opma mposBisercs snu3onamu ycroiunBoi KT, nctouHmk
koTopoii nokanuzyercs B [DK, u/unu ®XK. Pazsepryras apurmuueckas ¢gopma JUarHoCTUPOBAaHA Y

11 (20,4%) manuenToB w3 Hamedl koroptel. IIpeoOmamamu >xenmmubl (7, 63,6%), myxunH 4
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(36,4%), cpennmii Bo3pacT mamueHToB 36,1+17,4 roma (ot 18 mo 71 roma). Cpok HabmomeHus 51
[6; 107] mec. B atToit rpynine y 7 nauuenToB auarao3 AJIIDK goctoBepHblil, y 4 — BEpOSITHBIN.

B rpynmny cpaBHeHHs BOILIO 9 GONBHBIX C YCTOWYHBOW MPABOKEIYAOYKOBOM TaXUKapaIueit
06e3 cTpykTypHOTrOo 3a0oneBaHus cepauna. Cpend HHUX Tak e, KaKk M B OCHOBHOW TIpymIie,
npeoOagay xKeHuuHsel, 7 = 8 (88,9%), cpeanuit Bozpact 53,3+15 net (ot 18 no 64 net). Cpennuii
CpOK HaOJIIOIeHHs 33 ITUMHU 00JIbHBIME cocTaBmi 9 [1; 28] mec. (ot 1 mec. no 22 ner).

B ocHoBHOI rpynmne cemelHblii aHamHe3 orsarouieH no BCC y 3 manueHToB, B Ipymme
CpaBHEHUs IIPH aHAJIM3€ CEMEHHOro aHaMHEe3a HHM OJHOTO MOJ00HOrO ciiyyasi He oTMe4eHo. Y 2/3
nareHToB ¢ AJIIDK Opit 0OMOpPOKM apUTMHUYECKON TPUPOJBI B aHAMHE3€, B TPYIIIE CPAaBHEHHUS
OHM OTMEYAJINCh B JIBA pasza pexke: JUIIb y TpeTu marueHToB. Y 6 6onpHBIX ¢ AJ[ITK, momumo
ycroituuBoit KT, peructpupoBanace yactras JKOC. HNutepecHo, uro y 3 OGonbHbix JKOC He
pErucTpupoBAINCEH BOBce, a emé y 1 ux Opuio menee 500/cyt. ¥V 2 mauumentoB 6e3 XKOC nuarHos
JIOCTOBEPHBIN, a y OCTaIbHBIX 2 O0nbHBIX auarHo3 AJIIIDK Ha naHHBIE MOMEHT SIBIISETCS
BeposATHBIM. B rpyrmime cpaBHeHus Takke Obina 1 6ompHas 6e3 XKOC, eme y ABOMX UX KOJUYECTBO
He npesbimano 500/cyt. Kimnudeckne XxapakTepUCTUKH MAIMEHTOB OCHOBHOM IPpyMIbI U TPYIIIBI

CpaBHEHHUsI MpeJICTaBlIeHbI B Tabiue 13.
Tabéamnna 13

KianHu4eckne XapaKkTepUCTHKH NAaleHTOB ¢ Pa3BepHYTOH apuTMH4YecKoi ¢opmoii

B CONMOCTABJIEHUM C TPYNIOi cpaBHEeHUS

PasBepHyTasn I'pynna cpaBHeHus
Ipusnak apuTMHYecKasi (mauMeHTHI D
dopma ¢ ycroitunBoii KT/DK)

KonuuectBo nanueHToB 11 9 -
Cpok Ha0oIeHus, MeC. 511[6; 107] 91, 28] H/1
Bospacr, net 36,1+£17,4 53,3+15,0
OTsaromennsiii mo BCC cemelinbiii anamues, % 27,3 0 H/1
KommaectBo XKOC/cyTku (ThICSUN) 15,6 [0,025; 37] 5,5[0,4; 16,1] H/1
Oo6mopoxku, % 63,6 33,3 /1O
Huzkuii BoasTaxxk QRS Ha DKI, % 27,3 11,1 H/II
AB-06mokazga 1 cremn., % 9,0 11,0 H/1O
Henomuas 6mokama ITHIIT, % 27,3 333 H/II
TTonnas 61oxana ITHIIT, % 9,0 11,1 H/11
Mepuatenbnas aputmus, % 27,3 11,1 H/II
MyTamus, % 45,5 - -
ConyTcTBYIOIMIMN MUOKapauT, %o 36,4 77,8 H/1
Hammnune XCH, % 45,5 33,3 H/1
®K XCH (NYHA) 01[0; 1] 01[0; 1,5] H/1

Haunbosee 4acTbIM OIIMOOYHBLIM AWUAarHo3oM, € KOTOpPbIM K HaM HallpaBJIAJIMWCh MAIUCHTHI

npu paszBepHyTol apurMmudeckoit popme, 6pi1a UBC. Tunuunoii ans MBC knuHMYecKoi KapTUHBI
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HE OTMEYAJIOCh HM y OJIHOTO TAaIlMeHTa KaK B OCHOBHOW TpymIe, Tak W B rpymnme cpaBHeHus. C
nenbto uckmouenuss MBC, momumo mnpoBefeHHs] HArpy30uyHbIX MpoO, ISl OIEHKH COCTOSHUS
kopoHapHoro pycina KAI' Obuta BeimonHeHa 1 ©onbHOMY B OCHOBHOUM Tpymnme u 1 B rpymme
cpaBuenusi, MCKT cepana — 3 GObHBIM B OCHOBHOM Tpymie U 5 — B TpyIIe CpaBHEHU: JaHHBIX
3a HAJIMYUE TEeMOJUHAMHUYCCKH 3HAYMMBIX CTEHO30B HE MOJy4eHO. Takke muddepeHImaTbHbIH
JIMaruo3 npopoauiics ¢ kananonarusiMu, HKM, akTHBHBIM MUOKapaAUTOM U uanonatuyeckoit JKT.

[Tpu ananuze OKI" marmentoB ¢ AJIIDK obpamanu Ha ce0si BHUMAaHUE THUIWYHbIE H3MEHEHUS,
KOTOpble, B codyeTaHuu ¢ yctonumBod JKT, 3HaUMTENHHO yMpolaid MOCTAHOBKY JuarHosa. Tak,
TUIHYHAS €-BOJHA PETUCTPUPOBAIACH Y 3 MAIMCHTOB, el y 2 — 3a3yOpPEeHbI Ha BOCXOISIIEM KOJICHE
QRS B mpaBeIx rpyAaHbIX OTBeACHUAX, Y 1 u3 3TuX O0mbHBIX 0OHapyxkeHbl [ITDK, eme y omHoro —
yBEIMUEHHE TMPOAOJIKUTENILHOCTH KoHeuHoW aktuBaimu QRS mo 65 mc. HeratuBhbie 3yOust 7' B

MIPaBbIX TPYIHBIX OTBEeECHUSX V' 1—V, BbIsiBNeHbI y | manmenTa, a B V1—V3 u nanee —y 4 (pucynok 10).
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Pucynox 10. JKI' manmnenTa ¢ pa3BepHyToii aputMudeckoii popmoii AAIIK
Ckopocm 3anucu 25 mm/c, a — napoxcusm ycmouiuugoii KT ¢ mopgponocueii onoxaov JIHIIT ¢
HuicHell ocvlo; 6 — IKI nocne kynuposanus JKT: nuzkuii éonomasic komniexcoe QRS, nenonnasn

onoxaoa npaeoii noxcku nyuka I'uca, IDK sxcmpacucmonus, ompuuamenwvhote 3youst T ¢ ViV
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B nenom, OKI-kpurepun AJIIDK peructpupoBanucs y 8 (72,7%) OGOMBHBIX ¢ pa3BepHYTOU
aputmuueckoit gopmoit AJIIDK, y 3 OKI' Obuta He u3MeHeHa. B rpymme cpaBHEHUs JIHIIL
y | manmeHTKH OTMEYanoch HaJM4yHe CrIIaKEHHBIX 3yOIOB 7' B TPYyAHBIX OTBeleHUsX. CHMKEHUE
BosibTaxka QRS ormeueno y 27,3% B ocHoBHOM rpymie u'y 11,1% B rpyrre cpaBHeHUS.

I[Ipu MPT cepaua B OCHOBHOW TIpymnne YBEIWYEHHE HHIEKCHpOBaHHOro obObema IDK
OTMEUEHO JHINb y 2 manueHToB, yBenumdeHue ero KJIP Oonee 4,0 cMm 3apeructpupoBaHo y 5
00JBbHBIX OCHOBHOHM Tpymibl, a cHbkeHue ®B IDK menee 45% — y 2. JIOCTOBEpHBIX pa3iu4Hii ¢
TPYINION CpaBHEHUS IO ATUM IOKa3aTessIM He MOJIY4YeHO, OAHAKO 3TO MOKET OBITh 00YCIOBIECHO
MaJbiIM 00beMOM Tpymil. Emie ogHMM BakKHBIM NPU3HAKOM, KOTOPBIM MO3BOJISUT 3aroj03pHUTh
AJIIDK npu ananmuze pesyastatoB MPT, cramo oOHapykeHHE KUPOBBIX BKIIOUYECHUH B MUOKapIe
[DK, a Takke MOBBILIEHHOE COAEPKAHUE SMUKAPAUAIBHOIO KUpPA C «HAIMOJI3aHUEM» HAa MHUOKap.]
[K: B ocHOBHOI1 TpymnIe 3TOT NpU3HaK BeTpeyascs y 6 u3 11 manueHToB, a B rpynne KOHTPOJIS HE
otMmeueH HH y koro (p = 0,017). OrcpoueHHOE HAKOIUIEHHE KOHTPACTHOTO TpernapaTa BBISBISIOCH
IPAKTUYECKH B J[Ba pa3a yallle y MalueHTOB OCHOBHOM IPYMIIbI (XOTS COMYyTCTBYIOINUNA MUOKApAUT
y HUX JUArHOCTHPOBAH MPHUMEPHO B JBa pa3a pexke), YTO MOKET yKa3blBaTh Ha TO, YTO 3TOT
IPU3HAK HE TOJBKO OTPAKaeT BOCHAIMTEIbHBIE WJIM IOCTBOCHAINUTEIbHBIE M3MEHEHMS, HO U
apisiercst  HemocpeAacTBeHHO — mposiBaeHuem  AJIIDK.  Cemapamusi  JuCTKOB — IepuKapia,
BU3yansupyromascs npu MPT, BbIABIsUIacCh JOCTOBEPHO Hallle Y NAIMEHTOB OCHOBHOW TPYIIIBI
(» =0,009). YnnoTHeHHE JIMCTKOB TEpPUKapAa TaKKe Yallle BBISBISUIOCH y TMAIMEHTOB OCHOBHOM
rpynnst (72,7% vs 11,1%, p=0,07) BepoarHo, naHHbIE H3MEHEHUS HOCSAT BOCMAIUTENbHBIH
xapakrep. OxoKI' urpana BcromoraTelbHYIO pOJIb IPHU OLIEHKE COCTOSIHUSL TPAaBbIX OTIENIOB:
JIOCTOBEPHBIX paznuuuii Mexay rpynnamu no [13P IDK He momyueHo, onHako oOpaiaer Ha cebs
BHUMaHUe J0cToBepHO Oosee Hm3kas @B JIXK y mamuwentoB B rpymme cpaBHeHHs: 65,1+8,2 vs
58,77, p = 0,05. MPT- u ODxoKI -mapameTpsl ipeacTaBiIeHbl B Ta0wmie 14.

OnHOM malnMeHTKe ¢ pa3BepHYTOM apuTMHUYECKOW (opMOH sl Bepu(UKALUU TUarHo3a
AJIDK 6pma BemonHeHa OMb: B cyOsnnmokapauansabix otaenax DK amumonuter (25-50%
mwiomaau) u ¢Gudpo3; MHUOKapa pasneieH (UOPO3HBIMH CeNTaMu Ha JOJBKH (BBIPAKEHHOE
HapyIICHUE apXUTEKTOHHUKH); MPU3HAKOB MUOKAPINUTA HET.

Y 5 mnammentoB (45,5%) c pas3BepHyToil aputmmuueckoi Qopmoit AHAIDK nuarnos
TeHEeTUYeCKH Bepu(pHIMpoBaH: npeobiananmu MyTtauuu B reae PKP2 (n = 3), y onHOro 00JbHOTO
oOHapyxeHa myTanus B rene TMEM43, eme y onHOW ManueHTKu — B TeHe DSG2 B codeTaHuH ¢
myTanueid B reHe DES (KIMHUYECKOE 3HAUEHUE MYTAallid B T'eHE JECMHUHA B HACTOSIIEE BpeMs
yTouHseTcs). MyTtanuu ObutH 0OHApy>XeHBI y 4 TAlMEHTOB C JOCTOBEPHBIM THArHO30M, KOTOPBIN
Obu1 yctanoBieH emnie no npoBeneHus [IHK-mumarnoctwku, m y 1 manveHTKH € BO3MOKHBIM

JAUardo3oM, B CBsA3H C YEM AHWATrHO3 MEPCUICIT B paspAd JOCTOBEPHOIO.
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Taoauma 14

Ycpennennnie IxoKI'- u MPT-napameTpsl nanueHToB

¢ pa3BepHyToil apuTMu4eckoii popmoii AJIIIK B conocTaBjieHUM ¢ rpynno cpaBHeHUst

PaszBepuyTtasn I'pynna cpaBHenust
IIpusnak apuTMHuYecKkasi | (IalUEHThI C YCTOMYUBOH | p
¢popma KT/DK)
MPT-napamvempyl
KJIP IDK, cm 3,5%1,5 3,4+0,6 H/IT
WnpexcupoBaHHbIii 06beM 1K, Mi/m> 79,7+19,8 - -
OB ITXK, % 47,2442 50,5+6,4 H/IT
KJ1O IDK, M 159 [116; 173,5] 150 [141; -]* H/IT
Brisanenue xupa, % 54,5 0 0,017
Juc-, runokunessl ITK, % 100 22,2 0,05
Cemnapariys JUCTKOB TIEpUKapia, MM 2,5[0,75; 3,75] 0 0,009
VYII0THEHUE TUCTKOB NepuKapaa, %o 72,7 11,1 0,07
OTcpoueHHOE HAKOIUIEHHE KOHTPACTHOTO
npenapara, % 45,5 22,2 H/IT
KJIP JDK / KJP IDK 1,3+0,4 1,5+0,3 H/IT
OxoKI -napamempol
KIP JIX, cm 5,0+0,5 4,8+0,5 H/I
KJ1O JIK, mn 101,0+23,5 97,3£20,7 H/1T
OB JI)K, %, 65,1£8,2 58,7£7,0 0,05
[T, M 50,3+18,7 25,0£30,3 H/IT
JIIT, Mo 53,9+17,1 58,0+27,5 H/I
I13P ITK, cMm 2,9+0,9 2,7+0,7 H/I
Tommwmaa cBobomuoi crenku IDK, Mmm 3,0 [4,0; 7,75] 3,0 [3,0; -]* H/1I
KJIP JDK / KAP ITK 2,0+0,4 2,0+0,8 H/1
MP, crenenb 0,75 [0;1] 1[0,25; 1,25] H/7
TP, crenensn 1[0;1] 0,510,25; 1] H/1
E/A 1,2+0,8 1,1+0,5 H/IT

[Ipumeuanne. * — koaudecTBO HAOMIOACHUN MEHEee 4 HE MTO3BOJISET PaCCUNTATh BEPXHUN KBAPTHIIb.

Y manmMeHToB ¢ pa3BEepHYTOW apUTMHUYECKONW (OPMOI COMyTCTBYIOMUNA MHOKApIUAT

BBIBIISUICS Haubosiee pPEIKo IO cpaBHEHHIO ¢ ocTanbHbMH (opmamu AJIIDK: ero wacrora

cocraBmwia Bcero 36,4% (pucynok 11). ¥ 1 u3 4 nanmMeHTOB ¢ MHOKapIuUTOM ObUT BHUpYC-

no3utuBHBIM 10 KpoBu (HSVI+CMV: n= 1). B rpynne cpaBHeHUs MPOIEHT COIMYTCTBYIOIIETO

MHUOKapJIUTa OKa3ajcs, HaIpOTHB, BBICOK U coctaBui 77,0% (p = 0,08), Bce maeHTs! ObUIH BUPYC-

HeraTUBHbIMM. Kak W mpu JaTeHTHOW apuTMUYeckoil ¢opme, y MNaIlMEHTOB C pa3BEepHYTOU

aputmuueckoit popmoiit AIIDK ormeudanach 60nbmast TaBHOCTH 3a00JIEBaHUS B COMIOCTABICHUH C

rpynmnoi cpaBuenus: 75 [25,5;300] wen. vs 48 [16; 150] wen. Jlanaeie 006 ocTpoMm Hauaje

3a0oeBaHusl ObUIM COMOCTaBUMBI B 00emx rpymmax: y 3 manueHToB ¢ AJITDK u 5 — B rpymme
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cpaBuenus (75% wu 71,4% oT OOJNBHBIX MHOKApAUTOM, COOTBETCTBEHHO). CBs3p nedroTa
3a00eBaHus C MEPEHECCHHONW MH(EKIMel mpociexunBanack pexe y manueHtoB ¢ AJIIDK: 3 vs 6
(75% u 85,7% OT GONBHBIX MUOKAPIUTOM, COOTBETCTBEHHO).

VY manueHToB ¢ pa3BepHYTOH apuTMUYECKOil (hopMoil HaMYMe MHUOKapAUTa OTPULATEIBHO
KOPPEIUPOBAJIO C KOJIUYECTBOM OOJIBIIUX KPUTEPUEB M IMOJOKUTEIBHO — C KOJIWYECTBOM MaJIbIX
(r=-0,64, p=0,035 u r=0,66, p=0,027, coorBercTBeHHO). Kpome TOro, ormevaiuch
OTpHUIaTeNbHBIE KOPPETSIUN C CUHKONANbHBIMU cocTostHUsIME (7 =—0,61, p = 0,048) u TonmmHoON
cBobonnoit crenku DK (r=-0,71, p =0,048). BepoaTtHo, 3TH CBsI3U OTpakaloT 0Oojee JEeTrKoe
teuenue AJIIDK y manueHToB ¢ MUOKapAUTOM, U (PAKTOPOM MaHHU(ECTAIMH U MPOTPECCHPOBAHMUS

3a00J1eBaHUs Y HUX ABJIAJIOCHh UMCHHO BOCIIAJICHUEC, a HC IIATOICHHBLIC MYyTalluu.

B HeT MUOKapauTa

77%
BUpyC-HeraTMBHbIN
MUOKapauT
B BUpYC-NOSUTHMBHBbIN
MWUOKapauT
PaseepHyTan Mpynna cpaBHEHUs
apuTMndeckas gopma
AOMK

Pucynok 11. HacToTa conyTCTBYIOIIEr0 MHOKAPAUTA

Yy HAaLMEHTOB ¢ pa3BepHYTOl apurtMuueckoii popmoii AIIIZK u B rpynne cpaBHeHuUst

YacroTa neTambHBIX UCXOJOB B Pa3BepHYTOM aputMuueckoit ¢popme cocraBuna 18,2%, oba
cilydasi CMEpTH, BEPOSITHO, HOCHIIM apUTMUYECKUH XapakTep (moapoOHee 00 3ToM OyZeT cka3aHo B

naparpade 3.6.3.1). B rpynne cpaBHeHus cMepTeii He OBLIO.

3.1.3. AAIT’K ¢ nporpeccupyromeii XCH

[Ipu3Haku cepaeyHON HEAOCTATOYHOCTH B Hamied koropre ormeueHsl y 21 (38,9%)
HalyeHTa, OJHAKO K 3TOH (hopMe MBI OTHECIIU JIMIIb TeX MAllMEHTOB, Y KOTOPBIX Ha MEPBBIH IUIaH B
KJIMHUYECKON KapTHHE BBIXOJAAT MMeHHO mpossieHus XCH, ormeuarorcs aunatanus [DK co
cHmkeHneM ero @B u pa3BUTHEM 3aCTOMHBIX SIBICHUU MO OOJIBIIOMY KPYry KpOBOOOpAIICHHS,
Hanuuue BblpaxkeHHOW TP. B rpynmy Bomwio 8 (14,8%) mamueHToB, mpeoOiafany MyXYHUHBI
(62,5%), cpennuii Bo3pact 45,8+19,6 rona, cpok Habmoaenus 10,5 [4,25; 19,25] mec.

B cootBerctByronryto rpymmy cpaBHeHus Bomwio 20 mamueHToB ¢ cuHiapomom JIKMII

pasznuuHoro reuesa (14 — muokapauT, 3 — reHeTHYECKH JeTePMHHHUPOBAHHASI KapIMOMHOIATHS,
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B TOM uucje | ManveHT ¢ JaMUHOMAaTheH, 2 — capKouao3, | — ajaKoroiabHas KapAHOMHOIIATHSA) C
npeobnaganuemM nunatanuu npaBbix  oTaenoB (mpu OXO-KI' cootHomenme KJ/IP JDK k
nepeane3agHeMy pasmepy DK He mpeBbimano 1,5) u KenyJOYKOBBIMM HAPYLICHUSIMH PHUTMA.
Cpennmii Bo3pacT nanueHToB 48,7+12,3 roga, npeobnamganu myxuussl (80%), cpok HaOIIOIEHUS
cocrasun 10,5 [4,3; 21,3] mec.

HecmoTtps Ha To, yTo XCH He npuHATO cunTath TUNMUYHBIM NposiBieHueM AJIIDK, umenHo
B OTOH KJIMHWYECKOW (hopMe AMarHo3 ObLT TIOCTOBEPHBIM Yy BCEX MAIMEHTOB. Bmecte ¢ TeM mpu
IIOCTAaHOBKE HO30JI0TMYECKOI'0 JMarHo3a y MHOTUX NAallMeHTOB Mbl CTOJIKHYJHUChH C TPYIHOCTSIMH.
KomnyectBo XKOC y HuX ObUIO 3HAYMTEIHHO MEHBIIE, YeM TPHU APYTHX KIMHHYECKHX (hopMmax
AJITDK, ono cocrabmsier 1580 [492; 3540] m mano otnuyaercs oT koiauudectBa KOC B rpymie
cpasaenus (1000 [168; 3000]). Tem He MeHee B OCHOBHOM I'pyIIe JTOCTOBEPHO Yallle OTMEYAINUCh
napokcu3mbl yctoiumBoid KT (4 (50%) vs 2 (10%), p =0,038) u cuHKOMAIbHBIE COCTOSHUS
(3 (37,5%) vs 1 (5%), p=0,058). OTsromeHHbI CeMEHHBII aHAMHE3 OTMEYEeH y | manueHTta B
OCHOBHOM TpyIme: ero Opary mo moBoAy mapokcu3moB ycronuuBoi JXT umminantupoBan MK/,
OTMEUAINCh HEOJHOKpAThIC OIMpaBJaHHbIC CpabaThIBaHMS, YTO 3aCTaBISET HAC C OONBIIONW J0yel
BeposaTHOCTH nono3peBaTs AJIIK y poncTBeHHUKA IEPBOM CTENEHM.

HaunbGonee uacThiM OIIMOOYHBIM JUArHO30M, KOTOPBIM CTaBWIICS MallMEHTaM C 3TOH
knmuHuueckor ¢dopmoit  AIIDK, ©Oputa cobctBenno JIKMIL.  Iuddepennumanpapiii  Auarsos
MPOBOAWJICS. C MUOKAPIUTOM, TIEPBUUHBIMU T€HETHYECKH JIETEPMUHUPOBAHHBIMUA KapAUOMHOIIATHSIMH,
neroyHsiM cepaueM, TOJIA.

VY nanuentoB ¢ AJIIDK Ha nepBblil mi1aH B KJIMHUYECKOW KapTUHE BBIXOAWUIIN MPOSIBICHUS
npaBokenynoukoBoii HemoctatouHocT, @B JDK y HuX Obuta JOCTOBEPHO BHINIE, Y€M y TPYIIIBI
cpaBHeHuUs, mnpeacTaBieHHoW mamueHTamu ¢ JIKMII wuno#t stromorum (43,8+13,1 vs 28,5+7.8,
p=0,002). ®K XCH no NYHA 0bu1 Takke HWXKE Yy MAlMEeHTOB OCHOBHOW rpymmsl (2 [2; 3] vs 3
[3;3], p=0,1). B To xe BpeMs BoBjieueHue B mnarosorudeckuii nporecc JOK B Tol uiam uHOM
CTeNeHH HaOIoAanoch mpakThyecku y Bcex maunumeHtoB ¢ AJIIDK: ®B JIK <50% ormedena
y 87,5%, a HanmuuMe oTpUUATENbHBIX 3yOL0B 7' B JIEBBIX U/UIU B HIKHUX TPYIHBIX OTBEACHUSIX —
y 75%, 4TO Takke KOCBEHHO OTpPa)KaeT 3aMHTEPECOBAHHOCTh JIEBBIX OTAENOB. KimHuueckue
XapaKTePUCTHKH MAIIMEHTOB MpeICTaBIeHb! B Ta0muue 15.

Ha OKT' y xaxnoro nmauuenta ¢ AJIIDK ¢ nporpeccupytomeit XCH peructpupoBancs, Kak
MUHUMYM, ofuH Oosbmoit kpurepuit AJ[IIK (y mosoBHHBI MalIMEHTOB PETUCTPUPOBAIIACH €-BOJTHA,
y 75% — neratuBHbIe 3yOubl 7' B MPaBbIX TPYJHBIX OTBEIEHUSX), PUCYHOK 12 XapakTepHbIM IS
3TOi (opMBblI sIBIseTCA CHMKEeHUE BoibTaka QRS: B OCHOBHOI rpymnme 3TOT NMpU3HAK OTMEYEH
y TIOJIOBUHBI MAIIEHTOB, a B TPYIINE CpaBHEHHS — JIMIIb y YeTBepTH. Kpome Toro, nmonHas Giokana

ITHIIT y marmentoB ¢ AJITDK peructpupoBanack B Tpu pasa 4yallie, 4eM B TPYIIIE CPABHEHHUS.
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Taoauna 15

Kaunnyeckue xapakrepuctuku nanueHTon ¢ AJIIIK ¢ nporpeccupyromeii XCH

B CONMOCTABJICHUM C TPYNIOi cpaBHEHUS

AJIK I'pynna cpaBHeHus
IIpusHak . p
¢ nporpeccupytomeilt XCH | (mamuentsi ¢ JIKMII)
KonuuectBo nanueHToB 8 20 -
Cpok Ha00IeHus, MeC. 6,5[1,75; 17] 10,5 [4; 21] H/1
Bospacr, ner 45,8+19.6 48,7+12.3 H/I
OTATOLIEHHBIN CEMEHHBIN aHaMHE3, % 12,5 0 H/I
KommuectBo XKIC/cyTku, THIC. 1,6 [0,5; 3,5] 1,0 [0,2; 3,0] H/1
O6mopoxH, % 37,5 5,0 0,058
Heycroituuas XXT,% 62,5 100,0 0,06
Vcroituupas KT, % 50,0 10,0 0,038
Huzkuit BoasTask QRS ma OKT, % 50,0 25,0 H/1T
AB o6nokaza I cremn., % 37,5 25,0 H/1
Henomuas 6mokama ITHIIT, % 12,5 0 H/II
TTonnas 6xoxaga ITHIIL, % 37,5 10,0 H/1
Ilonuas 6mokanma JIHIIT, % 12,5 10,0 H/I
MepuarenbHas aputMmus, % 37,5 65,0 H/1I
MyTtanus, % 50,0 - -
CoITy TCTBY IO MHOKapIuT, %o 87,5 95,0 0,5
Cranusa XCH IIb [1IA; IIB] IIb [1Ib; 1IB] H/I
®K XCH (NYHA) 2 [2; 3] 3[3; 3] H/IT
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Pucynok 12. IKI" nmauuenta ¢ AAIIK c nporpeccupyromeii XCH

Crkopocmoy 3anucu 50 mm/c. Huskuii eonvmadic xomnnexkcoe QRS ¢ omeedenuax om

Koneunocmeil; nonnas onoxaoa ITHIIT; necamuenuie 3yoyot T 6 cpyonvix omeedenusx c Vi no Vy
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MPT cepama Obiia BBITIONHEHA 6 W3 8 MAIMEHTOB OCHOBHOW TPYIMIBL. Y 5 M3 HUX OTMECUYCHO
yBenuueHune KJIP IDK (54,3+12,6 mm), pucynok 13. @B IDK ouenuBanack y 3 maluMeHTOB: y BCEX OHA
Obula CHIKEHa M B cpeqHeM cocrtaBmia 25,7+15,0%. Ilpu comocTaBieHHu ¢ Ipyniod CpaBHEHUS
JIOCTOBEPHBIX PA3IMYMI 110 TUM MapaMeTpaM HE OTMEUEHO, YTO, CKOpEE BCEro, 00YCIIOBIEHO TEM, UTO
MPT Obuto BeimonHeHO nwiih 4 OombHBEIM. OTCPOYCHHOE HAKOIUICHHWE KOHTPACTHOTO MperapaTa
peructpupoBanoch y 25% naiueHToB B 0ocHOBHOM rpynme n'y 10% B rpymnme cpaBHenus (p > 0,05). Ero
JoKanu3anus ObUTa paziuyHON (MOMUMO HamOoJiee 4acTOi B Hallel KOropre CyOsMUKapAUaIbHOM
JIOKAJTM3alMH BCTPEUATNCh WHTpaMHUOKapauanbHoe n auddy3HOe KOHTpaCTHPOBaHKE) M OTMEYAIaCh
KakK B JIEBOM, TaK U B IIPABOM K€y I0YKE. DTO MOXKET TOBOPUTH O TOM, YTO B OCHOBHOM I'pyIIIE AaHHbIE
M3MEHEHHUS HOCAT HE TOJBKO BOCTIAIMTENBHBIN MIIA TTOCTBOCTIAJIMTEINIBLHBIN XapaKkTep, HO U MOTYT OBITh

nposieinenneM AJIIDK, B Tom uuncie, ¢ BoBieueHneM B narosioruueckuii npouecc JOK.

Pucynok 13. MPT cepaua 6oasnoro AJIIK ¢ nporpeccupyromeii XCH.

HUccneoosanue evinonneno ¢ JIPI] M3 P® (k.m.n. E.A.Mepuwiuna, npogh. B.E.Cunuypin): a) kuno
MPT, onunnan ocv JIK, uemvipexxamepnas npoexuus; 6) xuno MPT, kopomrkaa oce;
8), 2) OMCpoUeHHOe KOHMPACMUPOBAHUE, BbIPANCCHHBIE IUHEIIHbIE 30Hbl UHMPAMUOKAPOUATILHOZ0
U CyoINUKapouanvHozo KoHmpacmupoeanus muoxapoa JUK, ougpdhysnoe xonmpacmuposanue
muokapoa LUK (conymcmeyrowuii muonepukapoum). Cmpenkamu yKazamsl y4acmKku UHmMpa-
MUOKAPOUANbHO20 U CYOINUKAPOUATILHO20 KOHmpacmuposanua muokapoa JUIK, nynkmupnsimu

cmpenkamu — konmpacmupoganue muoxapoa IDK, * — evinom ¢ nonocmu nepuxkapoa
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B menom, nmpu ananuze gaHHbIXx MPT CilOXWIOCH BIEYATIIEHWE, YTO OT MAIUEHTOB C
cuanpomom JIKMII wuHo#t stHONOrMM OGonpHBIX ¢ AJIIDK ornmuaer Oompmmii pasmep I[DK
(54,3+£12,6 mm vs 45+4,5 mm), ipu JIKMII ke, HaoOopoT, BeaymuM siBisetcs nopaxenue JIXK co
camxenueM ero ®B (OB JIK 43,3+13,6% npu AIIDK vs 19,5£13,2 npu AKMIL, p = 0,024) u
munararueit (KIP JIK 47,1+26,0 mpu AJIITK vs 64,8+4,1 npu JJKMII), a IDK npu sTOM oTCTaeT B
pasmepax. 910 xopoio BUAHO npu aHammze cootHomenus KJP JDK x KJIP IDK (1,1+0,4 npu

AJITK vs 1,5+0,2 mpu IKMII). Ta sxe tennennust Habmonanack u npu IXoKI (Tabnuma 16).

Tab6anua 16
Ycpeanennbie Ixo0KI'- u MPT-napamerpsl nauuentoB ¢ AJIIK ¢ nporpeccupyromeii XCH

B COIIOCTABJICHHH C TPYNIOil CPAaBHEHMA

AJIIK I'pynna cpaBHeHus
IIpusnak . p
¢ nporpeccupytomeilt XCH | (manuentsi ¢ JKMII)
MPT-napamempeol

KJIP ITK, cMm 5,4+1,3 4,5+0,5 H/II
KJIP JIK, cm 4,7+2.6 6,5+0,4 H/1
WNupnexcupoBannslii 00bem 11K, MIT/M 117,0+£31,0 115,0 H/II
OB ITXK, % 25,7+15,0 46,0 H/1
®B JIK, % 43,3+£13,6 19,5+13,2 0,024
BrisBrenue xupa, % 12,5 0 H/II
Cenapanus JUCTKOB EpUKapa, MM 0[0;6] 0,5[0; 5,5] /O
OTcpoueHHOE HAKOTUICHNE

25,0 10,0 H/11
KOHTPACTHOTO Ipernapara, %
KJIP JDK / KJP IDK 1,1£0,4 1,5+0,2 H/1I

OxoKI -napamempul

KJIP JIX, cm 5,5+1,1 6,1+0,5 0,04
K0 JIXK, mn 124,6+43,9 167,0+£51,0 0,056
OB JIK, %, 43,8+13,1 28,5+7,8 0,002
IIT, ma 151,5 [32,0; 173,0] 130,0 [82,5; 161,5] H/I
JITT, Mt 105,8+79,4 120,6+37,7 H/1
I13P IT2K, cm 3,8+1,4 4,2+0,5 H/1
Tommuaa cBoboHO# crenku IDK, mm 3,7+1 4,3+0,7 H/7
KJP JOK / KAP IDK 1,7+£0,9 1,5+0,1 H/1I
MP, crenenb 1[1;2] 2[1;2,5] H/1
TP, crenensn 2,75 [0,5; 3] 2,5[1; 3] H/11
CIJIA, MM pT. CT. 27 [22; 45] 43 [35; 50] H/1

ITpu JHK-guarsHoctuke y moJIOBUHBI NAIMEHTOB OCHOBHOW T'PYMIIbI BBISIBICHBI MYyTalluU B
cnenyrommx resax: DSG2, DSP, DSC u FLNC. CaenyeT OTMETHTb, YTO HH Y OJJHOTO OOJIBHOTO C
AJIDK ¢ mporpeccupytomeii XCH He Obuto BbIsIBIEHO MyTauuid B reHe PKP2, KoTopble

npeoOiianaii 'y OONBHBIX C pa3BepHYTOH apUTMHUECKOH Qopmoil. Y Tpoux NAaIMCHTOB
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nocroBepHbii auarno3 AJIIDK 0w mocraBnen eme mo nposenenus JIHK-guarnoctuku, a y 1
O0ospHOM ToOJOXKHUTENbHBIN pe3ynbTaT JHK-aumarnoctuku moaTBepans Haiuuue 3a00JIeBaHUS, W
JUArHO3 U3 BEPOSTHOTO Tepeliel B pa3psii JOCTOBEPHOTO.

ConyTcTBYromuil MUOKapIuT BbisiBieH Y 7 (87,5%) manueHToB B OCHOBHOW Tpymme vy 19
(95%) B rpynne cpaBHenus. JJHK xapauotporHbsix BupycoB Obuia oOHapyskeHa y nBoux (28,6% ot
OOJIBHBIX C MUOKApAUTOM, | W3 HUX — BHPYC-TIO3UTUBHBIA MO0 MUOKApAy, OCTAIbHBIC — 10 KPOBH) B
ocHoBHO# rpynne (EBV n=1, HHV6: n=1) n y 7 (37% O0nbHBIX ¢ MHOKApIUTOM) — B IpyIIe
cpaBuenus (1o kpou, EBV: n=6; EBV+CMV: n = 1), pucynok 14. Cnemxyer OTMETUTbD, YTO Y MHOTHX
OonbHBIX B Tpymme cpaBHeHus: cuHapoM JIKMII pa3Busics MMEHHO Kak INpOSBIEHHE MHUOKapAWTa.
[MarmenTs! ¢ AJITDK ommmganmick ot apyrux OOJIBHBIX JOCTOBEPHO OOJBIICH JABHOCTHIO 3200 ICBaHHS
(180 [19; 350] wen. vs 20 [10; 60] wen., p= 0,04), xkak u B npeapiAymux rpynmnax. Kpome Toro, y
narienToB ¢ AJIIDK nocroBepHO peske, 4eM B rpynie CpaBHEHUs, MPOCICKHUBAIUCH OCTPOE HAYAIIO
3aboneBanus U cBs3b ¢ uHpekmumei: 4 (57,1%) vs 20 (100%), p=0,02, u 2 (28,6%) vs 14 (73,7%),

p = 0,014, cooTBeTCTBEHHO (YKa3aH % OT OOJIbHBIX C MUOKAPUTOM).

B HeT MmMOKapauTa
60%

BUpyC-HEraTUBHbIM
MWOKapauT

B BUpYyC-NMO3UTUBHBIN

12,5%
i MWUOKapaMT 5%

ALMK c
nporpeccupyowein XCH

Mpynna cpaBHeHWs

Pucynox 14. YactoTa conmyTCTBYIOIIEro MHOKapAUTA

y nanueHToB ¢ AJIIK ¢ mporpeccupyomeii XCH u B rpyniie cpaBHeHUsI

Yacrora JeTanbHBIX HCXOIOB B AITOM KIMHWYECKOH (opme ObUla camMOil BBICOKOW H
cocraBuna 50%, npuuMHON cMepTH 2 manueHToB crtana TepMuHanbHas XCH, 1 — uHCyneT, 1 —
OHKOJIOTHYEeCcKoe 3aboneBanue. B rpymme cpaBaenue ymepno 8 (40%) mammentoB: 6 (30%) —
tepmuHansHas XCH, 1 — uncynet, 1 — Tybepkyines. [Ipu 3TOM cieyeT OTMETHTb, YTO JETATLHOCTD
ot XCH Obu1a Heckonbko Hike y nanueHToB ¢ AJ/IIDK no cpaBHeHHIO ¢ TaKOBOM Cpeiy MAIlIEHTOB

¢ AKMII (25% vs 30%).

3.1.4. AJII7K B coueTaHUM ¢ HEKOMIIAKTHBIM MHOKapaoMm JI/K

K »s10il knuHMueckoi ¢opme Mbl OTHECHH OOJBHBIX, Y KOTOPBIX JUArHOCTUPOBAHBI
IIPU3HAKU OJHOBPEMEHHO ABYX I'€HETHUYECKU IETEPMUHUPOBaHHBIX Kapauomuonatuit: AJIDK n

HKM. W3nawanpHo eaumHuyHble mamueHTel ¢ coderanneM AJIIDK ww HKM ortHOCHIHCH,
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B 3aBHCHMOCTH OT KJIMHHYECKOTO TeUCHHUS, JIMOO K JIATSHTHOU apuTMu4eckoi (n = 2) dopme, 1160
k AIIIDK ¢ mporpeccupyromeit XCH (n = 6). Korna stu ciydam mepecranu ObITh €IUHUYHBIMH,
OBLIIO MPHUHSTO PELICHUE BBIACIUTH OTACIBHYIO KIMHUYECKYIO (POPMY, MOCKOIBKY STUM OOJIHHBIM
OpuUCyll P OCOOEHHOCTEW, KOTOPBIM OTIUYAaeT WX OT APYIHX MalMeHTOB U, OYEBUIHO,
obOycioBiner mMmeHHo HammurmeM HKM. K aroit knmmHMueckoit dopme mpunamiexar 8 (14,8%)
YEJI0BEK.

Cpenu manueHTOB MpeoOnanalT MyK4uHbl: 5 (62,5%), cpennuit Bo3pact 41,6+7,8 roxa,
cpok Habmoaenus 12 [2,25; 40] mec. Jluarnoz HKM He BBI3BIBaE€T COMHEHUH Y BCEX 8 MAIIMEHTOB:
OH YCTaHaBIIMBAJICS B COOTBETCTBUMU C OOIICTIPUHATHIMU Ha CETOAHSIIHUI JI€Hb BHU3yaJIbHBIMU
kputepusiMu auarHoctuku [S1, 113, 160, 186] na ocnoBanuu gaHubix DXO-KI', MCKT u MPT
cepaua. Jlns gocroBepHoro amarHoza HKM HeoOxoaumo ObLIO MOATBEPAUTH €r0 HAIUYUE TpU
MOMOIIIM, KaK MUHUMYM, ABYX METOJOB BHU3yaldu3aluu. MeToabl BU3yallU3allud, MPU MOMOIIH
KOTOpbIX Obuto BepuduimpoBano Hammurne HKM B OCHOBHOI Tpymie W B TpymIme CpaBHEHHS,
npencrtasiensl B Tabmune 17. Jduarnoz AJIIDK Obut noctoBepHbIM Yy 5 manueHToB (62,5%),

y 2 (25%) — BeposteiM U y 1 (12,5%) — BO3ZMOXKHBIM.

Taoauna 17

MeToabl BU3yajau3alum, HCMOJAb30BaBIIMecs /s Bepupukanuu ruarnoza HKM

y nauueHToB ¢ AJAII’K+HKM u B rpynne cpaBpHeHust

MeTtoabl BU3yaau3aluu AJIK
I'pynna cpaBHeHus (MalyeHTHI
(KoJIMYeCcTBO MALEHTOB, B COYETAHMH
¢ uzoaupoBanibiMm HKM)

Y KOTOPbIX IPUMEHEHbI) ¢ HKM
IxoKI'+tMPT+MCKT 1 1
9xoKI'+tMPT 3 2
IxoKI'+MCKT 4 3
MPT+MCKT 0 1

[Ipumeganne. MPT — MPT cepama, MCKT — MCKT cepara.

Jl51g 5TOM KIMHUYECKOH opMbl OblIIa HaObpaHa crielranbHas TPYIa CpaBHEHHS, B KOTOPYIO
BOIILJIO 8 MAIMEHTOB C IOCTOBEepHBIM amarHo3oM HKM, mpudem cpenn 3THX MalMeHTOB OBLTH Kak
«apuTMHUYECKHE» OonbHbIE (17 =3), TaKk U T€, Y KOr0 Ha NEPBOM MECTE B KIMHHUYECKOW KapTHUHE
croar nposieiieHuss XCH (n=15). B rpynne taxke npeobnaganu MyxduHsl 5 (62,5%), cpenHuit
Bo3pact coctaBui 47,8+12,9 roxa, cpok Habmonenus 15,5 [7; 22] mec.

B cBsi3u ¢ HaNTMUMeM y TIALMEHTOB JIBYX KapAHMOMHOIATHMA, JIs1 KOTOPBIX TUIMYHBI HAPYIIICHUS
put™Ma, 60ipHBIX ¢ codetanneM AJIIDK m HKM ommaamu Gonee tsoxenbie aputmun (Tabmumia 18).
KommuectBo XKOC B cyTkn B ocHOBHOW rpynme coctaBwio 19,5 [7,1;31,2] Teic., a B Tpymme

cpaBHenus — juiib 2,0 [0,6; 5,8] Thic., p = 0,009. KomuuectBo XXIC mpu 3TOM BapuaHTe 3a001€BaHUS
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npeBblIajio TakoBoe My omnucaHHblx Bbime I w Il wimHMueckux ¢opm. VYceroitumsas KT
peructpupoBanach y 4 (50%) OonbHBIX B OCHOBHOI rpymre u quib y 1 (12,5%) nauuenra B rpyme
cpaBHenus p = 0,059, cuHKomaibHbIE COCTOSHMSA B aHaMHe3e oTMmedeHbl y 3 (37,5%) OosbHBIX ¢
couetanreM AJITDK u HKM n y 2 (25%) nanmenToB B rpymne cpaBaeHus. Oaun ciryyait BCC B cembe

ObUT y TALIMEHTa OCHOBHOM I'PYIIIBI, B TPYIIIE CPAaBHEHUS TAKOBBIX HE OTMEUEHO.

Taoauna 18
Kiannnueckune xapakrepuctuxku nanueHTon ¢ AJIIK
B couyeranuu ¢ HKM B conocraB/ieHNH ¢ rpynnoi cpaBHeHUs
ALK I'pynna cpaBHeHusn
ITpusnak . P
B coyetannu ¢ HKM | (u3osmmpoBannbiii HKM)

KonnuecTBo manueHToB 8 8 -
Cpoxk HaOIFOICHMSI, MEC. 12,0 [2,25; 40] 15,5[7;22] H/7
Bospacr, net 41,6£7,8 47,8+12,9
Otsromennblii mo BCC cemelinbrii anamues, % 12,5 0 H/II
KommuectBo XKOC/cyTku (ThICSYN) 19,5[7,1; 31,1] 2,0 [0,6; 5,8] 0,009
O6MmopoxH, % 37,5 25,0 H/7
Heycroituuas XXT,% 75,0 75,0 /O
YeroitunBas KT, % 50,0 12,5 0,059
Huskuii BoasTax QRS Ha OKI, % 50,0 0 0,038
AB 6nokana I cremn., % 12,5 12,5 H/II
Hemnonuas 6xoxama ITHIIT, % 12,5 0 H/1
TTonnas 6xoxaga ITHIIT, % 12,5 0 H/1
TTonnas 6moxana JIHIIL, % 0 25,0 H/1
Mepuatenbnas aputmus, % 25,0 50,0 H/II
MyTamus, % 37,5 - -
ConyTcTBYIOIMIMN MUOKapauT, %o 87,5 87,5 H/1
Hamune XCH 75,0 62,5 H/1
Cragus XCH ITA [0; 1IB] IIA [0; 1IB] H/1
®K XCH (NYHA) 1,25[0,25; 2,75] 2 [0; 3] H/1

Ha OKTI' y 3 (37,5%) 60abHbIX ¢ couetanuem HKM u AIIDK perucrpupoBanach €-BojHa,
elie y OJHOTO TAIlMeHTa, y KOTOPOTro €-BOJHA MPUCYTCTBOBAJA HEMOCTOSHHO (pUCYyHOK 15). ¥V
JBOMX MNanueHToB 3apeructpupoBansl [IIDK, eme y naBoux — yBenndeHHE NPONOJIKUTEIBHOCTH
koHeyHoH aktuBaruu QRS 10 70 u 80 Mc. Tunuunble oTpuaTenbHblie 3yOusl 7' B MPaBbIX IPYAHBIX
OTBEJICHUSAX OBUIM 3aperMCTPUPOBAHbl JIMIIb B 2 CHOydasX, y JBOUX PETUCTPUPOBAINCH
oTpuuaTeinbHble ' B JIEBBIX TPYIHBIX OTBEICHHUAX, €II€ y TPOMX — B HWKHHX, 4YTO, IO BCEU
BUAMMOCTH, oOycioBiaeHo HamuunemM HKM. B rpynne cpaBHenus y 1 mamueHTa oTMedaiuch
nByxda3zHbie 3yOrsl 7' B MPaBbIX TPYIHBIX OTBEACHHSX, y 1 — B JeBbIX. CHH)KEHHE BOJIbTAXa B
OTBEJICHUSAX OT KOHEYHOCTEH BBISBICHO Yy NoJjioBHHBI mamnueHtoB ¢ AJIIDK, npu stom B rpymnme

CpPaBHEHUS 3TOT0 MPHU3HAKA HE OTMEUEHO HU Y OJHOTO M3 ManueHTos, p = 0,038.
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Pucynok 15. 9KI" manuenra ¢ coueranuem AJIITI?K u HKM
Quopunnayus npeocepouii. Huzkuii eonvmarxc romniaexca QRS 6 omeedenusx om

Koneunocmeii. Omcymcmeyem npozpeccus 3youa R 6 npagvix cpyoHvIX omeedeHusx u

CHUDICEHA 6 J1e6bIX. e-6071HA 6 omeedenuu V5. Yacman KIC ¢ mopgonozueii onoxaowvt JIHIIT

[Ipu MPT cepnua y 62,5% nanuentroB ¢ AJIIDK ormeuanacy aunarauus 10K, a 'y 37,5% —
caumxenne ero ®B. Pasmepsr IIDK B OCHOBHOW Trpymme W Tpymnre CpPaBHEHHS JOCTOBEPHO HE
oTimyauck (4,2+0,8 vs 4,6£1,3), a Bor @B ITXK Ob11a nocToBepHO HInke y manmeHToB ¢ AJITDK+HKM
(38,611 vs 60,5+0,7, p=0,04). Ilpu anamuze maHHbIX OXOKI 1OCTOBEPHBIX pasIUuUil MEXIY
rpynmaMd He oOTMedeHo (Tabmuia 19). OTcpoueHHOE HaKOIUICHHE KOHTPACTHOTO Tperapara
PErUCTPUPOBAIIOCH Y MOJIOBUHBI MALMEHTOB Kak B OCHOBHOM I'pyIIIe, Tak U B rpymme cpaBHeHus: B [DK
OHO YaIIe JIOKAIN30BaJIOCh CyOdnuKapauaibpHo, a B JOK — uaTpamypanbHo (pucyHOK 16).

[TposiBnenuss XCH y mamuentoB ¢ AJIIDK+HKM u y GonpHBIX ¢ n3onupoBanHbiM HKM
Majo oTiauyaiauch (tabmuna 18), uro roBoput o ToMm, yto cumnToMbl XCH B oCHOBHOH rpymme
00yCIIOBIICHBI, B NIEPBYI0 ouepens, uMeHHo HammuneM HKM. Ot xnmuangeckoit ¢popmsr AAIDK ¢
nporpeccupytomeir XCH nmarmenToB ¢ couetannem AJIIDK n HKM ornmuanu 06mbmve pazmeps
JIK, HO ipm 3Tom Gonee Huskmii @K XCH, Hecmorps Ha To, uro @B JIXK mpu atux dpopmax Obuia
MPaKTHYeCKH oJnHaKoBas (Tabmuier 15, 16, 18, 19).

OcoOoro BHUMaHUs 3acinyxuBaroT pe3yiabTarsl JJHK-auarnoctuku. Ilatorennsie MmyTtanuu
oOHapyxeHbl Y 37,5% OoNbHBIX B OCHOBHOM Ipymiie: y 2 MallMeHTOB 0OHApY’KeHA MyTalisl B TeHE
DSP, turnmunas nmns AJIDK, y opHON mamueHTKH — CcOYeTaHWe ABYX MyTaluid B TeHaX
capkoMmepHbIx OenkoB (MYH7 w MyBPC3), uyro tunuuno mius HKM. Ilocnennioro GoibHYyIO
OTJINYAKOT TSKEJbIE JKEITYJIOYKOBBIE HAPYIICHHWS PUTMA, PE3UCTEHTHBIE K MEIUKAMEHTO3HOU
tepariuu U1 PYA. Eme y oanoro mamuenra B tunuuHoM ans AJIIDK rene PKP2 oGHapyXeH

BAapHUaHT C HCU3BCCTHBIM KIIMHUYCCKHUM 3HAYCHUCM, POJIb KOTOPOI'O Tp€6yeT YTOYHCHUA.
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Taoauma 19

Ycpennennnie IxoKI'- 1 MPT-napamerpsl nanuentos ¢ AJIIK B couerannu ¢ HKM

B CONMOCTABJIEHUM C TPYNION CpaBHEHUsI

AJIIIK B couyeranum | I'pynna cpaBHeHust

IIpusHak P
¢ HKM (mamuenTbl ¢ HKM)
MPT-napamvempyl

KJIP IDK, cm 4,2+0,8 4,6+1,3 H/IT
KJIP JIK, cm 6,3+0,9 6,2+0,7 H/1
KOO IDK, mn 199,0+53,7 210,0+65,0 H/II
WNunexcupoBauusiii 00bem 110K, MIT/M? 98,0+23 .4 121,0+0 H/11
OB ITXK, % 38,7+11,0 60,5+0,7 0,046
OB JIXK, % 42,0+11,1 42,4423 .5 H/1
Brisnenue xupa, % 50,0 0 0,045
OTCpOYCHHOE HAKOTUIEHUE KOHTPACTHOTO

50,0 50,0 H/I
npemnapara, %
KJP JOK / KIP DK 1,5+0,1 1,4+0.4 H/1

OxoKI -napamempul

KJIP JIK, cm 6,0+0,6 5,8+0,6 H/1I
KO JIK, mn 149,0+37,5 149,0+33,3 H/II
OB JIXK, %, 42,4+8,9 38,8+17,2 H/1I
IIIT, M1 59,0 [53,8; 153,0] 55,0 [44,0; 120,0] H/1
JITT, Mot 84,0+25,0 103,3+45,5 H/IT
[13P IK, cm 3,7+£0,8 3,1£1,1 H/I
Tonmmuaa ceoboguoi crenku IDK, MM 3,9+1,7 4,5+2.2 H/A
KJIP JK / KAP TDK 1,6+0,4 2,0+0,8 H/I
MP, crenenb 1[1; 1,4] 0,75 [0; 2,75] H/A
TP, crenens 1[1;2,75] 1,25 [0; 2] H/I
CIJIA, MM pT. CT. 22,5 [21,5; 43,0] 46,0 [43,0; 49,0] 0,068

Pucynok 16. MPT cepana naunenTku ¢ coueranuem AJ/III7K u HekoMIaKTHOr0 MUOKap/Aa.
Hccneoosanue evinonneno ¢ HIJCCX umenu A.H. bakyneea (k.m.n. C.A. Anexcanoposa):
a) HeKomnakmuwlil ciou muokapoa JUUK; 6) eviparxcennasa ounamayusa IK u omcpo-
YeHHOe KOHmMPACHMUpPosanue ¢ muokapoe oooux ixycenyoouxos u MIKII co cmoponwt ILK

(conymcmeyiowuii MUoKapoum, 6epuduyuposantslil ¢ HOMOULbIO OUONCUU MUOKAPOA)
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[TporeHT MHOKapAUTa OMHAKOBO BBHICOK KaK B OCHOBHOM TPYIIIE, TAK U B TPYIITIC CPABHEHHS U
coctaBun 87,5%, uTO, MO BCEH BHUIUMOCTH, OOYCIOBJICHO TEM, 4YTO BJBOWHE TCHETHUYECKH
HETIOJTHOIICHHBIN MHOKap/l — OJIaronmpusTHAs MMOYBa JUIA PAa3BUTHUS COITyTCTBYIOIIETO MHOKApIWTA.
Omun naupent ¢ AJIIDK oxasancs Bupyc-nosutuBHbIM 1o Muokapay (HSVI+HHV6, nannbie
ayrtoricuu), pucyHok 17. Kak u B mOpemplaynmx KIMHUYECKHX (opMax, COXpaHWIACh TEHIACHIHS
JIOCTOBEpHO OOJbIIEH MaBHOCTH 3aboseBaHus y marueHToB ¢ codetanneM AJIIDK u HKM (150
[50; 520] men. vs 20 [3; 36] uen., p = 0,035). Cpsi3b nedrota 3a001eBaHUs C IEPSHECCHHOW MH(EKIHEH
orMeueHa y 71,4% OONBbHBIX C MHOKapJUTOM B OCHOBHOW rpymre u'y 57% B TrpyImne cpaBHEHUs, a

ocTpoe Hayaiio y 85,7% B OCHOBHOM IpyIHIie U 'y BCEX MALMUEHTOB B IPYIIIE CPABHEHMS.

B HeT mMoOKapaunTa
75% 87,5%

BUpyC-HEraTMBHbIM
MWUOKapauT

M BUPYC-NO3UTUBHBIN 45 5o

12,5%
° 12'5% MWOKapauT

ALMK + HKM Mpynna cpaBHeHWs

Pucynok 17. YacToTa cOnyTCTBYIOLEr0 MUOKAPAUTA y NANIMEHTOB

¢ coueranuem A/IITK ¢ HKM u B rpynne cpaBHeHust

JleranbHOCTh B JaHHOW KiIMHHUYecKkod (opme coctaBuina 12,5% (1 BCC y nauuenta 6e3

HK]]), B rpyIme cpaBHEHNS BCE NALUEHTHI )KUBBI.

3.1.5. lonosHuTeabHble KpuTepun auarnocrukn AJIINK

y 00JIbHBIX ¢ Pa3HBIMHU KJIHMHUYECKHUMHU (popMamMu

[Ipu ananuse OTAENbHBIX KIMHUYECKUX (opM obOparnaer Ha ceOs BHUMaHHUE, YTO MOMUMO
cranaaptHbix kpurepueB TFC-2010, KoTopbIMU MBI pyKOBOICTBOBAJIUCH Npu auardoctuke AJIITK,
y HalllUX MAallMEHTOB MMEJI JUArHOCTHUYECKOE 3HAYEHHE (B CONMOCTABICHUM C IPYIIION CpaBHEHMSI)
pSA TOTOTHUTENBHBIX KpuTepueB, koTtopble He BXoAsaT B TFC-2010: 3To oOHapykeHHE *KUpa B
muokapae [DK npu MPT w/mmm MCKT, Huskuii BonmbTax kKomimiekcoB QRS, a Taxke CHHKOIAIbHBIC
cocTosiHUS B aHaMHe3e. OLEHMM JUarHOCTHYECKYIO0 LEHHOCTh Ka)JI0ro M3 3THUX MapaMETPOB IO
OTJIEIbHOCTH M CPAaBHUM HX MEXYy COOOH.

1. Hanuuue dcupa 6 muokapoe. Pe3ynpTaTel 10 OOHapykeHHIO *upa B Muokapae IDK y

narienToB ¢ AJ/IIDK u B rpymme cpaBHEHUs PEICTaBICHBI B TaOIuUIlEe conpsbkeHHOCTH (Tabmmma 20).
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Kvp B MHOKap/e BBISBISIICS JTOCTOBEPHO Yallle y MAalMEHTOB OCHOBHOW Tpymmbl: 59,5% vs 8,2%,
p <0,001, ognako crnemyer yuects, uto MPT w/unmu MCKT Obiu npoBesieHs! uiib 54% nayeHToB B
OCHOBHOI Tpyrme. Y 2 MaiueHTOB B OCHOBHOM Tpyrire Hup OblT 0OHApy>keH HE TOJIBKO B MHOKape
IDK, Ho u B muokapae JDK, 4ro, mo Bcell BUAMMOCTH, TOBOPUT O BOBJICUEHUHM B MATOJOTHYECKUN
npouecc JDK. Knmnnueckn BoBineuenne JDK noareepikmaercs TeM, 4YTO y OOEHMX MAI[MEHTOK
OTMEYAJIaCh HE TOJBKO MPABOXKEITYJOUYKOBAsI, HO U JICBOXKEITYJ0UYKOBasl CEp/ICYHAst HEJOCTaTOYHOCTh U
HeraTuBHbIC 3yOIbl 7' B JIEBBIX TPYOHBIX OTBeneHHsAX. Kpome Toro, Hamu Obllia MpoaHaTM3UPOBaHA
4acTOTa BBISBICHUS JKUpa MPH KKA0H u3 kmuHndeckux (opm: sxup B IDK BeisiBIsuics Oonee yeMm y
TIOJIOBUHBI TIALMEHTOB B KKIOW M3 (OpM, MPUYEM JOCTOBEPHO Yallle, YeM B TPYIIE CPaBHEHUS, 32
uckmouenuem rpymibl AJIIDK ¢ nmporpeccupytomieir XCH (BO3MOXHO, 32 CUET MaJIOTO KOJMYECTBA
naueHToB 1 toro, yto MPT B 3TOl moarpyrre, Kak 1 B COOTBETCTBYIOLIEH MOATPYMIIE CPABHEHUS,
IpOBEICHO HE BCceM OOJbHBIM), pUCYHOK 18. OOpamaer Ha ce0s BHUMaHUE TOT (DakT, 4TO B IpyIIE
cpaBHeHus1 xup B Muokapnae [DK BbBisics TONBKO B MOArPYIIE MAMEHTOB C HM30JMPOBAHHOM

YaCTOW MPABOMKEITYJOUYKOBOM SKCTPACUCTOIUEH.

Tadauna 20
YacroTa BoisiBJIeHUs kupa B Muokapae npu MPT u/unu MCKT
y nauueHToB ocHOBHOM rpynnbl (AJ10,62119K) u rpynnsl cpaBHeHUst
I'pynna
ocHoBHas (AJIITXK) CpaBHEHUe Beero
Her xupa 19 28 47
Ectp xup 28 5 33
Bcero 47 33 80

UysctButenbHOCTE — 59,5%); cnenmduaHocts — 84,8%; oTpunarensHas npencKa3arelibHas IIeHHOCTD —

59,5%; momokuTeNnbHAS TIpeIcKa3aTeNbHast IEHHOCTh — 84,8%; Tutomans o kpuoi — 0,724,

100% -~

or p<0.001 )
80% , p=0.03 p=0.017 p=0.045
o | 0% 55,50% 54,5% 57,10%
40% -
p>0.05
20,80%
20% - 20% 12,50%
' 0% 0% 0%
Bcero Gopmal Popmall Gopma lll Popma IV
[l -ocHoeHasArpynna

-rpynna cpaBHeHNA

Pucynok 18. YUactora o6Hapy:keHus ;kupa B Muokapae IIK y nanneHTOB 0CHOBHOI Irpynnbl

B CONOCTABJIEHUM C TPYNION CpaBHeHUsI
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2. Cunkonanvuvie cocmoanus 6 anamuese. 4acTora CHHKONAIbHBIX COCTOSHUN y MallUeHTOB
¢ AJIDK u B rpymnme cpaBHEHHs TIpeACTaBIeHAa B TaOuuIle cOnmpsoKeHHOCTH (Tabmuma 21).
OOGMOpOKHM B aHaAMHE3€ OTMEUYaNMCh OCTOBepHO yame y mamueHtoB ¢ AJITK: 33,3% vs 11,5%,
p=0,004. Camass Hu3Kass yacToTa OOMOpPOKOB OblUIa y MAIIMEHTOB C JATEHTHOH apUTMHUYECKOM
¢dopmoii, camasi BbICOKasi — y MAIlMEHTOB C Pa3BEPHYTOH apuTMHUYecKOr (HOPMOM, 4TO, OUEBUIHO,
ObLJIO OOYCJIOBIEHO TeMOAMHAMUYECKHM HecTabunpHOUW ycroiumBoit JXT B 9rToit rpymme
(pucynok 19). Yacrora oomopokoB npu AJIIIK c mporpeccupyromeit XCH u AIDK+HKM
coctapmwia 1no 37,5%, 4YTO, BEPOATHO, TAKXKE SBJISETCS TMOCICACTBUEM T'€MOAMHAMHYECKU
HecTaOunbHOU ycroiuuBoi JKT. Yacrora ycroiuuBoi JXXT B aTux rpynnax TakXe COBINAJaeT U
cocrasiseT 1o 50%. JlocToBepHBIX pa3IM4Hii 10 YaCTOTe 0OMOPOKOB B OCHOBHOM TPYIIIE U IPyTIIe

CpaBHEHHUS IIPH aHAJIN3E OTEJBHBIX KIMHUYECKUX (POPM HE MOITyUeHO.

Tabumua 21
YacToTa CHHKONAJBHBIX COCTOSIHMIT B aHaMHe3e Y nanueHToB ocHOBHOM (AJITI2K) rpynnsi

U rpynnbl CPaBHEHHUS

I'pynna
Bcero
ocaoBHas (AIIXK) cCpaBHeHHe
Het oOMopokoB 36 54 90
Ects 06MOpOKH 18 7 25
Bcero 54 61 115

UysctButenbHOCTh — 33,3%; ciermuaHocTh — 88,5%; oTpHnaTenbHas IpencKa3arelibHas [IEHHOCTh —

60%; monoXuTeNpHAS IpecKa3aTelIbHas [IEHHOCTh — 72%; Tiomans moa kpuou — 0,597.

100% -~

80% p>0.05
63,6%

60% - p=0.058 p>0.05

p=0.004 . .
40% - 33.3% p>0.05 33,3% 37,50% 37,50%
20% -+ 0 0

1,50% 11,10% 4%

0% - | L |

Bcero QPopmal | Gopmalll Qopma lll Qopma IV

[ -ocHoBHaarpynna

[ -rpynna cpaBHeHus

Pucynok 19. HacTtora 00MOPOKOB B aHAMHeE3€ Y IALIMEHTOB OCHOBHOM I'PYIIbI

B CONOCTABJIEHUM C TPYNION CpaBHEHUs!

3. CHudrcenue sonvmasica komniexca QRS. Hacrota cHUKeHUs BobTaxa komiuiekca QRS
(<0,5mV) B oOTBeACHUAX OT KOHEYHOCTEH Ha craHmapTHOM moBepxHocTHOM DK

perucTpupoBangach J0CTOBepHO dHamie y mnamueHtoB ¢ AIIDK: 29,6% vs 11,5%, p=0,01.
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PesynbraTel nipeacTaBieHsl B Tabnuie conpsbkeHHOCTH (Tabnuma 22). U3 pucynka 20 BUIHO, 9TO
4acTOTa CHU)KEHUS BOJIbTa)Ka B KAXAOH M3 TPYII MO OTAENBHOCTH HEOJUHAKOBA U HApacTaeT OT
18,5% B 1 xnunnueckoit ¢popme k I u IV, rae yactora sToro npusHaka coctasiseT yxe 1no 50%.
JlocToBepHbIE pa3nuuMsl ¢ IPYNIOH CPaBHEHMs 110 YaCTOTE€ CHUXKEHMSI BOJIbTa)Ka BBIBJICHBI Y

MAIMEHTOB C JIATEHTHOW apuTMHUIecKoi hopmoii u ¢ couetannem AJIITDK+HKM.

Taoauma 22

YacToTa BhIABJIEHUS] HU3KOT0 BOJIbTaka koMIuiekca QRS npu noepxnocTHoii IKT

Y NanueHToB OCHOBHOI1 1 rpynibl CpaBHECHUSA

I'pynna
Bcero
ocHoBHas (AJIIXK) CpaBHEHHE
He camxken BoasTax 38 54 92
CHIDKEH BOJIBTAXK 16 7 23
Bcero 54 61 115

YyBcTBUTENBHOCTD — 29,6%; ciermduaHocTh — 88,5%; oTpuliaTtenbHas npeackazaTeabHas LEeHHOCTh —

58,7%; monmokuTeabHAs TIpeIcKa3aTenbHas eHHOCTh — 69,6%; momans mox kpuBoi — 0,620.

100% -~

80% - p=0.038
. | p>0.05
60% o1 550,05 50,00% 50,00%
40% 1 39,6% p=0.034 27% 259
20% - |1f50% 18.50% I11,1%
0% - T . 0% T T T 0% 1
Bcero dopmal Dopmall Gopmalll dopmalV

[ -ocHoBHasrpynna

[ -rpynnacpaBHeHUs

Pucynox 20. YactoTa cHU:KeHHs BoJbTaxka QRS y nanueHToB 0CHOBHOM I'PyNIbI

B COIIOCTABJICHHH C TPYNIOil CPABHEHMA

Takum oOpa3om, MBI BHIUM, YTO BCE 3TH KPUTEPHUHU OO0JIQAAIOT JIOCTATOYHO BBICOKOM
CHEeU(pUIHOCTHIO, HO HU3KOM 4yBCTBUTEIHHOCTHIO. T€M HE MEeHee OHM MOTYT HMCIIOJIb30BAaThCs Kak
JIOTIOJTHATEIBHBIE KPUTEPUHU, KOTOpBIe OymyT momorath B auarHoctuke AJIIDK. Jlns Toro, 4To0sI
COTMOCTaBUTh PA3IHYAIONIYI0 CIIOCOOHOCTh Ka)JOTO M3 ITHUX KpHUTEpUEB, Mbl moctpomnn ROC-
KPHUBBIC JJIs1 KQXI0T0 W3 ATUX Ipu3HakoB (pucyHok 21). [Tnomane nox kpusoit (AUC) mokazaHa B
tabmuue (tabmuma 23). Urtak, Ha ocHoBanun ROC-ananu3a MOXKHO cenaTh BBIBOJ, YTO M3 TpeX
JIOTIOTHUTEBHBIX KPUTEPUEB HAUOOJbIIEH IUArHOCTHYECKON IIEHHOCThIO 00JIaJaeT BBHISBICHHE

*kupa B muokapzae (AUC = 0,724).
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- 1P B MWOKapae
- HA3KMIA BonbTak QRS
- CMHKOME B aHamHese
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Pucynok 21. ROC-kpuBbie 1Jis1 JONOJHUTENbHBIX KpuTepueB nuarioctuxku AJIIIK

Tabauua 23
Ilnomans noa KpuBoii, BbryucaeHHast npu nomomu ROC-ananu3sa,
NMPOBEAEHHOTO0 ISl OLEHKH JA0MOJHUTEJbHBIX KputepueB AJITIZK
IHapamerp AUC P
Kup B muokapze, BoisiBnenHsiit mpu MPT w/unmun MCKT cepnna 0,724 < 0,001
CumwxkeHue BonbTaxka koMiuiekca QRS Ha crannaptaoit KT 0,620 0,01
CUHKOIIAJIEHBIE COCTOSIHUS B aHAMHE3€ 0,597 0,004

% %k ok

Wtak, Ha OCHOBaHMM aHAJIM3a KIMHWYECKMX JAHHBIX M XapakTepa TeueHus 3a0oJeBaHMs
BolJIenieHbl 4 kiuHuueckux (opmbl AJIIDK: narentHas aputmudeckas (50% OONBHBIX, MPOSBIAETCS
yactoit 2KOC w/umm neycroitunsoii XKT), pazsepuyTas apurmuueckas (20%, mposiBisieTcs yCTOWIUBOM
XKT/DXK), AATDK c nporpeccupyromeit XCH (15%, nposiiaenust XCH 1OMHUHUPYIOT B KIIMHUYECKOM
kaptuie) U AJIIDK B coueranum c¢ HexomnakTHbIM MuokapaoMm JDK (15%). B kadectBe
JIOTIOJIHUTENBHBIX ~ JOCTOBEPHBIX  JMAarHOCTUYECKUX  KpurepueB  pasHbix  Gopm  AJIIDK
BepuGuIMpoBaHbl Hamuuue odoMopokoB B aHamHese (AUC 0,597; uysctBuTenmbHOCTh — 33,3%);
cneuupuuHocth — 88,5%), cHmkeHus BoibTaka komiwiekcoB QRS ma OKIT (AUC 0,620;
YyBCTBUTENBHOCTb — 29,6%); cnenuduunocts — 88,5%), Hanuuue UPOBBIX BKIIIOYEHUH B MHOKap/ie 1o

nmaaaeiM MPT/MCKT (AUC 0,724; ayBcTBUTETBHOCTD — 59,5%; crieruduaHocTs — 84,8%).
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3.2. YacToTa ¥ poJIb CONMYTCTBYIOLIEI0 MHOKAPAUTA

BonapmIMHCTBOM — HMCCiieioBaTenell MNPHU3HAETCA  BBICOKAas 4acToTa  COIyTCTBYIOLIETO
MUOKapJUTa WU BOCMAIUTENbHBIX HWHQUIBTPATOB, HE JOCTHTAIOUIMX KPUTEPUEB AKTUBHOTO
MUOKapuTa, y manueHtoB ¢ AJIITK, oqHako ponk BocniasieHus: B TeUSHUU 3a00JIEBaHUS 10 CUX TTOP
HE M3BECTHA, PABHO KaK HE M3Y4YEHBI OCOOCHHOCTH TEUYCHHUS COITyTCTBYIOIIETO MHUOKAPIUTA y ITHUX
MalnreHToB. Mbl COMOCTAaBWIIM NMAalUEHTOB ¢ coyeTaHnemM Muokapauta u AJIIDK m mamumeHToB C
M30JMPOBAHHBIM MUOKAapAUTOM W3 TPYIIIbl CPaBHEHHUS; KPOME TOTO, MO TEM K€ MapaMeTpaM Mbl
cpaBHm nanueHtoB ¢ AJIIDK ¢ muokapaurom u 6e3. OtnenbHO OyOyT paccMOTpPEHBI
OCOOCHHOCTH JieueHHs MuokapauTa y mnarueHToB ¢ AJIIIDK B comocraBieHun ¢ Tpynmnou

CpPaBHEHHS.

3.2.1. KnuHu4ecKkne U CTPYKTYPHO-(PYHKIIHOHAIbHbIE TAPpaAMeETPhbI
y nanueHToB ¢ couetannem A/III7K n muokapaura

B COMOCTABJICHUM C MANHCHTAMM ¢ MUOKAPAUTOM U3 Ipynmnbl CPAaBHCHUSA

Cpenn marmmentoB ¢ AJIIDK comyrcTByromuii MUOKapAuT ObUT AUMArHOCTUpPOBaH y 38
(70,4%) manumentoB, a B rpynmne cpaBHeHus — y 54 (88,5%). Yacrora mmokapauta Obuia
JOCTOBEPHO BbIle B rpymnne cpaBHeHus (p=0,014). Cnenyer OTMETUTh, YTO 4YacToTa
CONyTCTBYIOIIEro MUOKapauTa y nmaiueHToB ¢ AJIIDK, B 3aBUCUMOCTH OT CTENEHU IOCTOBEPHOCTH
JIMarHo3a, CyLUIECTBEHHO HE OTJIMYAIACh: y MALMEHTOB C JOCTOBEPHBIM JAMAarHO30M OHA COCTaBUJIA
68%, ¢ BepoATHbIM — 72%, a ¢ BOo3MOXKHbIM — 100%, 0HaKO K MOCJIEIHEN KaTeropuu OTHOCSTCS
TOJIbKO 2 TAaIMeHTa, MO3TOMY JaHHOE 3HAYeHHE He IoKa3aTesbHO. JlanpHeillne Mmokazareinu
PACCUUTHIBAIUCh U CPABHUBAIUCH HMCKIIOUUTEIBHO CPEIU TMAIMeHTOB C MHOKApAHTOM Kak B
OCHOBHOI1 rpyIine, Tak U B rpymnmne cpaBHeHus (Tabnuua 24). Cpenu namuentos ¢ AJIIDK 8 (21,1%)
ObLIM BUpYC-TTO3UTUBHBIMU: 2 1o Muokapay (HHV6: n=1; HSVI+HHV6: n=1), a 6 — no kpoBu
(EBV: n=3; EBV+tHHV4: n=1; HSVI1: n=1; CMV+HSVI1: n=1). B rpynne cpaBHeHUs 101
BUPYC-TIO3UTUBHBIX O0bHBIX ObuTa MeHble, 8 (14,8%), 3TH malMeHThl ObUIH BUPYC-TIO3UTUBHBI 110
KpoBH, npudeM Bce — 1o Bupycy EBV (EBV: n=7; EBV+CMV: n = 1). Takum 006pazom, CEKTp
OOHapy»KEHHBIX KapAUOTPOMHBIX BUpycoB y mamueHToB ¢ AJIIDK Obpm  3HauuTENHHO
pa3zHooOpa3Hee, ueM y OOJIbHBIX C U30JUPOBAHHBIM MUOKapAUTOM. [1aniueHTsl B rpymne cpaBHEHUS
ObLTH TocTOBepHO crapiie (44,2+12,8 vs 39,1+14,3, p = 0,045), oqHako pa3HHIIA B BO3PACTE MEKIY
rpynmnamy oTMeuasnach enie 1o 0T0opa MalleHTOB ¢ MUOKapAUTOM, MTO3TOMY ATH pa3ivuus HUKAK

HC CBA3aHLbI C HAJIMYUCM MUOKapAHTa.
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Taoauma 24

Kiaunuveckue v cTpyKTYpPHO-QYHKUMOHAJIbHbIE APAMETPHI Y NalueHToB ¢ coueTanuem AJIIIK

U MHOKaApAMTaA B CONMOCTABJICHUHU ¢ MANUCHTAMU ¢ MUOKAPAUTOM M3 Ipylnbl CPABHCHUSA

IIpusHak OcHoBHast rpynna I'pynna cpaBHeHnus P
[Mon (Mmyx/xeHn), % 39,5/60,5 46,3/53,7 H/I
Bo3spacr 39,1+14,3 44.2+12.8 0,045
JlaBHOCTB 3a00JIeBaHHUs, HE/I. 120,0 [28,8; 294,5] 20,01[9,0; 61,0] < 0,001
Octpoe Hagaio, % 60,5 88,9 0,001
Css13b ¢ nH(ekumei, % 47,4 70,4 0,005
Bupyc-no3utuBHbIi MUOKapauT, % 21,1 14,8 H/1
JKOC, ThiC. 19,8 [3,1; 36,5] 6,0 [0,9; 15,2] 0,005
Vcroituupas KT, % 31,6 18,5 H/I
Mepuatenbnas aputmus, % 15,8 35,2 0,03
XCH, % 39,5 48,1 H/1
Cragus XCH 01[0; 2A] 0 [0; 2B] H/IT
®K XCH (NYHA) 010; 2] 010; 3] H/1I
Camxenne BoibTaxka QRS, % 23,7 11,1 H/I
MPT-napamvempyl
KJP ITK, cm 4,240.9 3,7+0,8 H/I
OB ITXK, % 42.2+11,6 56,8+5,8 < 0,001
KOO ITK, mn 157,4+53,7 143,1+£50,2 H/IT
OTcpoquH:)e HAKOTIUICHUE KOHTPACTHOTO 2.1 24.1 i
npenapara,%
OxoKI -napamempul
KIP JIXK, cm 5,3+0,8 5,4+0,8 H/I
KO JIK, mn 117,3+£37,8 136,6+49,5 H/IT
OB JIXK, %, 60,0 [48,8; 64,8] 55,5 [30,8; 59,3] 0,004
1T, M 49 [35,2; 69,5] 48 [35; 110] H/IT
JIIT, Mo 68,1+42,0 82,5+47.3 H/IT
I13P ITXK, cm 2,9+1,1 3+1,1 H/IT
MP, crenenn 1[0; 1] 1[0;2] H/IT
TP, crenens 1[0;1] 0,5 [0; 2] H/I

Tennenus k OOJbLICH AaBHOCTH 3a00JICBaHKS Yy MAMEHTOB B OCHOBHOMW TpYIIE, KOTOpas

OoTMeuallaCh TpPU aHaJKM3€ OTAEIBbHBIX KIMHUYECKUX (OpM, COXpaHWJIach M TNpH aHaIM3e BCeH

koroptsl (120 [28,8; 294,5] men. vs 20 [9; 61] ven., p <0,001). [Ipu ananusze anHamHe3a 3a00IeBaHUS

y namueHTtoB ¢ AJIIDK nmoctoBepHO pexe, uyeM B Ipylllie CpPaBHEHHUS, MPOCICKUBAIUCH OCTPOE

Hauvano 3aboneBanus (60,5% vs 88,9, p=0,001) u cBs3p nebrota 3a00NeBaHUS C TEPEHECEHHOM

uHpexueit (47,4% vs 70,4%, p = 0,005). TloBblieHHE TUTPOB aHTHUKAPIUATIBLHBIX aHTUTE OTMEUEHO

KaKk B OCHOBHOI rpyIme, Tak U B IpyNIe CPaBHEHUS, U JTOCTOBEPHBIX PA3IMYUN MO MX YPOBHIO HE

MOJIYYCHO, ACTAJIBHO TUTPHI aHTUKAPAUAJIbHBIX aHTHUTEC]T 6YZIYT MMpEACTaBJICHBI HUIKE.

Y mammentoB ¢ AJIIDK peructpupoBanock moctoBepHO Oombmiee KoimdectBo KIC

(p=0,005), uro 0OYCIOBJIEHO OCHOBHBIM 3a00JI€BaHHEM, IOCTOBEPHBIX pPA3IMYMN IO YacTOTE
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ycronunBoil KT He momydeHo. MepuarenbHas apuTMMs BCTpeYallaCh 4Yallle B TPYIIE CPABHEHUS
(35,2% vs 15,8, p=0,03), aro 00ycrmoBiIeHO OONBIIUM KoJm4decTBOM TarmeHToB ¢ JIKMII B rpymire
cpaBHeHus (n = 22, 40,1%), npu 3TOM MepLaTenbHas apuTMus peructpupoBanacs y 15 (68%) u3 Hux.

JIOCTOBEpHBIX Pa3IMYMi MO YacToTe, CTaauu M (QyHKUMoHanbHOMY Kiaccy XCH mexmy
rpynmnamMu He nosydeHo. DKI'-mapaMeTpsl Takxke CyIIeCTBEHHO HE OTINYAINCh, 32 UCKIIOYEHUEM
TEHACHIIMHA K 0OJiee 4acTOMY CHIDKEHUIO BoibTaka koMmiuiekca QRS cpenu mammentos ¢ AJIITK
(23,7% vs 11,1%, p=0,09), uTo MOXHO OOBSICHUTH HAIMYUEM OYAroB (UOPO3HO-KUPOBOTO
3aMEIICHUS Y ATUX OOJIBHBIX.

I[Ipu MPT cepamna obOpamana Ha cebsi BHUMaHUE TOCTOBepHO Oosee Huzkas OB ITK y
narenToB ¢ AJIIDK, onnako 3To pasnuume 00yCIOBICHO OCOOCHHOCTBIO CaMOro 3a00JIeBaHMS.
OTcpoueHHOE KOHTPACTHUPOBAHHE BBHISBISJIOCH MOUYTH B JiBa pasza vamie y mamueHTtoB ¢ AJIIDK,
OJIHAKO B TPYIIIIE CpPaBHEHHS ATOT MOKAa3aTelb MOXET OBITh CYIIECTBEHHO 3aHM)KEH, TaK Kak
JAHHBIN TTapaMeTp OIIEHUBAJICS HE Y BCEX MAIlMeHTOB, KpoMme Toro, MPT B rpymie cpaBHeHHs ObLTa
MIpOBECHA MEHbIIEH YacTu nauueHtoB B 1enaoM. [Ipu OxoKI' y nmanueHToB B rpynmne cpaBHEHUS
O®B JIK 6puta moctoBepHO HIKE, yeM y manueHToB ¢ AJITDK, uTo Takke 00yCIIOBIEHO JOBOJIBHO
OOJBIIMM KOJWYECTBOM MaMeHTOB ¢ cuHapoMoM JIKMII BocmanuTensHOM ATHOJOTHH B TpYIINe
cpaBHeHHUs. [lpyrue CTpyKTypHO-(QYHKIIMOHAIbHbBIE TApaMETPhI TIOCTOBEPHO HE OTINYAIHUCH.

Takum oOpa3om, caMble NPUHIMMNHAIBHBIE OTIMYUS Mexay manueHtamu c AJIIDK B
COUYETAaHUM C MHOKAPAUTOM M C HM30JUPOBAHHBIM MHOKapAWTOM HaONIOaINCh B OTHOILICHUU
JTABHOCTU 3a00JIeBaHUs, HANUYMs OCTPOTO Hayala M aHAMHECTUYECKOW CBA3M C TEPEHECEHHOM
UHQEKIMEH, YTO YKa3bIBAaeT Ha PAa3IMYHOE TEUEHHE MHUOKAPAWUTA B ITHUX Tpymmax. Y OONBHBIX C
U30JIMPOBAHHBIM MHOKApJUTOM €ro TeueHue OoJiee SBHOE U SBISETCS OCHOBHOM MpPUYMHON
HapymeHnid putMa w/wim XCH, B otmuune ot mammentoB ¢ AJIIDK, rme Muokapaur mporekaer
0oJee TaTeHTHO, MapajyieIbHO ¢ OCHOBHBIM 3aboneBaHueM. Kpome toro, y mamuentoB ¢ AJIITK
ObUTa CyIIECTBEHHO pa3HOOOpa3Hee CTPYKTYpa BBISBICHHBIX KapIHOTPOMHBIX BUPYCOB, UYTO TAKKe

MOJKET SIBJISITHCSI OCOOEHHOCTBIO STHOJIOTHH MHOKapauTa y JJAaHHOM TpyHIIbl ITAITUCHTOB.

3.2.2. CieKTp TUTPOB AHTHKAPAMAJIBHBIX AHTUTEJI
y nauueHToB ¢ couetanneM AJIIIZK n muokapaura

B CONMOCTABJICHUH ¢ MAIUCHTAMMU ¢ MUOKAPAUTOM U3 Irpynnbl CPaBHCHUSA

Jnst omeHKH OCOOCHHOCTEH TedeHuss Muokapauta y mampeHToB ¢ AIDK Mbr m3ywmmm
CTPYKTYpY TUTPOB aHTHKapAuaidbHbIX AT y maumeHToB ¢ AJ[IDK B coderanun ¢ MHOKapauToM B
COTIOCTABJICHUM C TIAIIMEHTAaMU C MHOKapIWTOM W3 TPYNIbl CpaBHEHUS. AHaiu3 ObUI MPOBEICH IO
Ka)XXJI0M KIIMHIUYECKON (popMe B OTAECTHHOCTHU U TI0 BCEH KOropTe HENUKOM (PUCYHOK 22). JIOCTOBEpHBIX
pa3IM4Mii 10 YPOBHIO AHTUKAPIUAIBHBIX AT HE MOIY4YeHO. ENMHCTBEHHBIN MOKa3aTelNb, pa3Iudus 10O

KOTOpPOMY ObUTH OJH3KU K JOCTOBEpPHBIM, okazaiicsi ypoBeHb ATBIIC cpenn maumentoB ¢ AJIDK ¢
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nporpeccupytouieidr XCH B comocraBnennu ¢ ATBIIC B cooTBeTcTBYIOIIEH NOATPYIIIE CPAaBHEHUSL:
1:80-1:160 [1:80; 1:160] vs 1:160 [1:160; 1:320], p = 0,065. Hanomuaum, uro B Hopme THTp AH®D He

JoJKeH npeBblath 1:40, a TUTpBI ocTanbHbIX aHTUTEN — 1:80.

W AHO
1:320 Hars
O arkmy
W ATk
1:160 Oamsne
1:80
1:40 o
0
JlaTeHTHas apuTMmUYeckan popma lpynna cpaBHeHUA
. 4 At
1:320 Dars
O ArkMy
W ATk
1:160 - D * O arenc
1:80 = T =
1:40 - *
0
PassepHyTas apuTmmn4eckas popma lpynna cpasHeHuns
. 4 W Ao
1:320 D
D ATkML
W arnak
1:160 - H * O arsnc
1:80 - * *
1:40 -
0 4 — p—
T T
AANMK c nporpeccupytowweit XCH [pynna cpasHeHus
. M AHe
1:320 o o o * Ot
O ATKML
W ATMK
1:160 ? — Darenc
1:80 |£ I .
1:40 o ?
0 o (]
AOMK B coyeTaHnu ¢ HKM lpynna cpaBHeHMA
sl * * M AHO
1320 AT
IC ATKMLL
W ATMK
1:160 * = O Atenc
1:80 - *
1:40+ * *
04
Bce naumeHTbl C coueTaHnem Bce nauneHTbl ¢ MMOKapaUTOM
ALMK n mnokapauta M3 rpynnbl cpaBHEHUA

0 — BbIbpochl, npesbiwatowme 1,5-3 AuHbI «AwmMKa»; * — BbIBpochl, Npesblwatowme 3 AAMHbI

«AWmMKay»; AT — aHTUTena; AH® — AT K aHTUreHam sfep KapAuMoMuMouuToB, AT - AT K aHTUreHam
sHpoTenus; ATKML, — At k aHTureHam kapguommoumtos, ATTMK — AT K aHTHUreHam rnagKomblleHHbIX
KneTok; ATBIMC — AT K aHTUreHam BOJIOKOH MPOBOAALLEN CUCTEMBI (CepaLa).

Pucynok 22. [lokazarejn THUTPOB AHTUKAPAUAJIBHBIX AHTUTEJI
Y HAUMEHTOB ¢ PA3JINYHbIMH KJIMHN4YeckuMu popmamu AJIIIZK u BO Beeill koropre

B COMMOCTABJICHUH C AHAJOTHYHBIMHU MMOKA3ATECJAAMHU B Ipyline CpaBHCHUSA
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Takum 00pa3oM, cepojoruuecKkre MokKazaTeiay aKTUBHOCTH MHUOKAapIuTa HE OTJIMYAINUCH Y

nanueHToB ¢ couetanneMm AJIIDK u MuokapnuTa u OOJBHBIX ¢ U30JUPOBAHHBIM MHUOKAPIUTOM.

3.2.3. KnuHuveckne U CTPYKTYPHO-(PYHKIIHOHAIbHbIE TAPpaAMeETPhbI
y nanueHToB ¢ couetannem A/III7K nu muokapaura

B CONOCTABJICHUM C MALMEHTAMHM ¢ n3oaupoBanHoii ALK

B strom maparpade MBI paccMOTpUM OCOOEHHOCTH MAIlMEHTOB C MHUOKApIUTOM U 0e3 B
npezenax ocHOBHOH rpynmsl (Tabnuua 25). ComyTCTBYIOIIMH MHOKapIUT AMArHOCTHPOBAaH y 38
(70,4%) mamuentoB, a y 16 (29,6%) ocTaBmuXCsl MAIllMEHTOB, COOTBETCTBEHHO, M30JIHpPOBaHHAS
AJITDK. TTanueHThl ¢ MHOKapAUTOM W 0€3 HEro He OTJIWYAINCh HHU MO CTEMEHU JOCTOBEPHOCTH
JMarHO3a, HH 0 KOJMYECTBY OOJIBIINX U MallbiX KpuTepueB. OCHOBHBIE MMapaMeTphl, IO KOTOPHIM
9TH TPYNIMbl OTJIMYAINCH, OTPAXKAIOT HATMYHME MUOKApAWTAa U BO MHOTOM CTajl OCHOBAaHUEM IS
€ro JMArHOCTUKH: y TMAIMEHTOB C MHOKApJAMTOM JOCTOBEPHO dYalle OTMEYAIUCh CBA3b J1€0I0Ta
3abosieBanus ¢ nepenecenHoi nHdpekuuei (47,4% vs 18,7%, p = 0,016), Hanuune KapIUOTPOITHBIX
BUpPYCOB B KpoBu uiu B muokapae (21,1% vs 0%, p=0,05), a Taxke MNOBBILICHHUE TUTPOB
antukapauaibHeix AT: AH® 0 [0; 1:80] vs 0 [0; 0], p=0,079; ATD 1:160 [1:80; 1:320] vs 1:80
[1:40; 1:80], p = 0,008; ATBIIC 1:160 [1:80-1:160; 1:160-1:320] vs 1:80 [1:80; 1:80], p = 0,002.

Taoauma 25

Kiaununyeckue v CTPYKTYPHO-()YHKIHMOHAJILHBIE IAPAMeETPHI y NAaleHTOB ¢ coueTtannem AITIK

U MMOKAPJAUTA B CONOCTABJIEHUM € MANMEHTaMHU ¢ u3oaupoBanHoii AIIK

Ipusznak Ectb Muokapaur | Her Mmuokapaura D
[Mon (myx/xeHn), % 39,5/60,5 50,0/50,0 H/I
Bospact 39,1+14,3 37,7+13.,9 H/II
JlaBHOCTH 3a00JICBaHMUSI, HEJI. 120,0 [28,8; 294,5] | 150,0 [36,0; 360,0] | ®/m
Octpoe Havaio, % 60,5 56,2 H/A
Ces3b ¢ nH(eKuei, %o 47,4 18,7 0,016
Bupyc-no3utuBHsIi namueHT % 21,1 0 0,05
OOMopoku B aHamHE3e, % 26,3 50,0 0,09
JKOC, ThiC. 19,8 [3,1; 36,5] 15,5 [4,5; 19,3] H/I
Vcroiunbas KT, % 31,6 50,0 H/I
XCH, % 39,5 37,5 H/I
Craauss XCH 01[0; 2A] 01[0; 1] H/I
®K XCH (NYHA) 01[0; 2] 01[0; 1] H/I
[otpebHOCTH B B-O6m0KaTopax, % 42,1 68,8 0,047
Camxenne BonbTaka QRS, % 23,7 438 H/I




97

OxoHYaHHe TA0JUILI 25

IIpusnak Ectb Muokapaur | Her muokapaura P

MPT-napamempul

KJIP ITK, cm 4,2+0,9 4,1£1,0 H/1

OB ITX, % 42,2+11,6 44,4+12,8 H/1

Brissnenue xupa B [1K, % 447 68,8 0,078

OTCcpoUueHHOE HAKOIUICHHE KOHTPACTHOTO Mpemapara, % 42,1 37,5 H/1I
OxoKI -napamempul

KJIP JIK, cm 5,3+0,8 5,0+0,6 H/1

OB JIK, %, 56,0 [47,0; 82,0] 62,0 [56,5; 66,3] H/I

I13P IDK, cm 2,9+1,1 2,7+0,9 H/1

1T, M 49,0 [35,2; 69,5] 44,0 [36,0; 68,0] H/1

JITT, Mo 68,1+42.0 56,5+15,6 H/II

VY manueHToB ¢ MHOKAPAUTOM PEXE OTMEYAIIMCh CUHKOMAIbHbBIE cocTostHUA (26,3% vs 50,0%,
p2=0,09) u Obula JOCTOBEPHO HMXKE MOTPEOHOCTh B HazHaueHuu [-0yoxatopoB (42,1% vs 68,8%,
p =0,047); xpome TOro, y HUX pexke OOHapyXHMBAIUCH >kupoBble BKmodeHus npu MPT (44,7% vs
68,8%, p = 0,078). D10 MOXKET rOBOPUTH 0 ToM, uTo cama AJIIIDK nmporekaer nerde y 3Tux OONBHBIX, U
Ui MaHudecTarmy 3a001eBaHus ObLIO0 HEOOXOIUMO MPUCOSTUHEHNE MUOKAPIUTA.

B octanprom manmentsl ¢ AJIIDK ¢ Muokapautom u 6€3 Hero T0CTOBEPHO HE OTIIMYAIUCH HU
1o pa3zmepam kamep cepara u cucrommdeckor ¢pynkmu JOK u IDK, Hu o moTpeOHOCTH B Ha3HAUYCHUH
AHTHAPUTMUYCCKUX TPEnapaToB (3a MCKIIOYCHHEM [3-0JIOKATOPOB), HU 10 YaCTOTE HEOIArONmpUATHBIX
ucxonoB. Pazmuuumit B wactore umrutantaiu MKJ m ero amexkBaTHBIX cpalaThIBaHHMM, a TaKkkKe B

noTpeOHOCTH B BeIoHeHNH PYA 1 ee 3 peKTHBHOCTH TakKe He OTMEYCHO.

3.2.4. Knuau4eckue, 1a00paToOpHbIe H CTPYKTYPHO-(PYHKIMOHAJIbHbIE IapaMeTPbl
y nanueHToB ¢ couetannem A/[II7K n muokapaura
B CONOCTABJICHUH C MAMEeHTaMHu ¢ u3ojaupoBanHoii A/II7K

B 3aBHCHUMOCTH OT KJIHHHYECKOH (1)0pr1

C uenp0 YTOYHEHHMS BKJAJa CONYTCTBYIOIIETO MHUOKapAUTa B Pa3BUTHE OTACIbHBIX
KJIMHUYECKUX (POpPM MBI MPOAHATIUZUPOBATIN Pa3INUMsl MEKIY MalMEHTaMH ¢ MUOKapJIUTOM U 0e3
HEro BHYTPHU KaXXJI0H KIIMHUYECKor GpopMbl. B Tabmuiax 26 u 27 yka3zaHbl JIUIIb T€ TapaMeTPhl, 10
KOTOPBIM pa3inyusi ObUTH TOCTOBEPHBIMU WIIM OJU3KUMHU K JOCTOBEPHBIM. CTaTUCTUYECKHNA aHAITN3
OBLT MPOBEIEH YISl BCEX KIMHUYECKUX (POPM, OJTHAKO JAHHBIE MPEACTABIECHBI TOJIBKO I10 JIATEHTHON
U pa3BepHyTOW apuTMuUueckuM (hopmam. IIpu cpaBHEHHH MAIMEHTOB C MHOKapIUTOM U 0€3 HEro
npu AIIDK ¢ nporpeccupyromeit XCH u AJIIDK B coueranun ¢ HKM pasznuunii He 0OHapyskeHO,
YTO, CKOpee BCEro, OOYyCIOBICHO MajbIM pa3MEepoOM aHAJM3UPYEMbIX IOATPYMIL Cpean 8

HanucHTOB OBUIO JIMIIL 110 1 YCJIOBCKY oe3 MHOKapJauTa.
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Taoauma 26

Kaunuyeckne 1 CTpyKTYPHO-(PYHKIIMOHAJIBHBIE TApaMeTpPhI

Yy NAallHeHTOB ¢ JaTeHTHOH apuTMu4eckoii ¢popmoii A/IITK B coueTaHnu ¢ MHOKAPANTOM

B COINOCTABJIEHUM € MANUEHTAMM C JIaTeHTHOU apuTMu4eckoii popmoii AJIITK 6e3 Mmuoxkapaura

IIpuznak Ectb Muoxkapaur | Her muokapaura | p
KomanuecTBo marpieHToB 20 (74,1%) 7 (25,9%) -
Haymaue kputepreB U3 rpynisl HapyIIeHUH penonspu3anuu, %o 20,0 57,1 0,09
ITotpebHOCTE B B-010KaTopax, % 25,0 85,7 0,01
ATD 3,0[2,0; 3,25] 2,0[1,0; 2,0] 0,04
ATBIIC 3,0[2,75; 4,0] 2,0[2,0; 3,0] 0,03
dubpuHOTEH, T/71 2,9+0,3 3,6+0,6 0,02
Bonocsmmit tpakt IDK (MPT), cm 2,5+0,5 2,9+0,3 0,035
Brrssienue xupa B [IDK (MPT), % 45,0 85,7 0,028
Hamaue nponarnica MK (9xoKT'), % 0 57,1 0,002
Cootnomenue KJIP JIK / TI3PTDK (Ox0KT) 2,24+0,6 2,7+0,3 0,047
Tabauna 27

Knunudeckne u cTPyKTYpHO-()YHKIHOHAJILHbIE TAPAMETPbI

Yy NAallUEHTOB ¢ pa3BepHyToii apuT™Mudeckoii gopmoii AJIIK B coueTaHuM ¢ MUOKAPAUTOM

B CONOCTABJICHUM C MANMEHTAMH ¢ pa3BepHyToii apuTMuueckoi popmoii AJII/K 6e3 muokapaura

Ipu3nak Ectb muokapaut | Her Mmuokapaura| p
KomngecTBo manueHToOB 4 (36,4%) 7 (63,6%) -
KonudecTBo OONMBIINX KPUTEPUEB 1,0 [0,25; 1,0] 2,0[1,0; 4,0] 0,028
Css13b ¢ nH(ekme, % 75,0 14,3 0,046
ATKMI] 2,0 [2,0; 2,0] 1,0 [1,0; 1,75] 0,04
ATBIIC 3,5[3,0; 4,0] 2,0[2,0; 2,0] 0,013
Tommuna ITXK (Ox0KT'), MM 3,00 6,2+2.2 0,055
KonmdecTBo HEOIArONPHUSITHRIX COOBITHIHA 1,0 [1,0; 1,75] 2 [2; 4] 0,047

AHAJIOTUYHO C JIaHHBIMU, MOJIyYEHHBIMHU IPU aHAJIU3€ BCEH KOropThl Kak MpH JIATEHTHOM,
TaK W IpU DPA3BEPHYTOM apUTMHUYECKOH (opMme, MAUEHTOB C MHOKapIUTOM OTIMdYain Oosee
BBICOKHE TUTPHI aHTUKAPANUAIBHBIX aHTUTEJI, IPU PA3BEPHYTON apUTMUYECKON (OopMeE y MALlUEHTOB
C MHOKApAWTOM JOCTOBEPHO 4alle OTMEYalach CBs3b Je0I0Ta 3a00JeBaHUs C TEpEHECEHHOU
UHQEKIMed. DTH MapaMeTphl SBISIFOTCS TPOSIBICHHEM MHOKapIuTa M B KOMIUIEKCE C JPYTHMHU
JAHHBIM UCTIOJIb30BAIMCH 7S €ro quarHoctuku. Cpean 1abopaToOpHBIX MOKas3aTesel y MalueHTOB
C JTATEHTHOW apUTMHYECKOW (OPMOI HECKOJIBKO HEOKUAAHHBIM CTaJl JOCTOBEPHO O0Jiee BHICOKHIA
ypoBeHb (pubOprHOreHa y manueHToB 0e3 muokapauta (3,6+0,6 vs 2,94+0,3, p = 0,02). Bo3moxHo,
9TO OTpa)kaeT HEKUH BKJIAJ HecHelH()UUECKUX BOCTIAIUTEIbHBIX MeXaHU3MOB B pa3Butue AJIIDK,
Jla)ke€ B OTCYTCTBHE AKTUBHOI'O MHOKApAMTA, OJHAKO C yYETOM HOPMAJIBHOIO CPEIHEr0 YPOBHs
¢bubpuHOTEeHa B 00€MX I'PYIINax BO3MOXHA U CIIyYallHOCTh Pa3IMyus.

[Ipu nateHTHON apuTMHUYecKOM (GopMe y MalUeHTOB 0e3 MHOKapIuTa Yallle BBISBISUINCH

KPUTEPUHU U3 TPYNIbl HAPYIICHUH penojspu3aluy, JOCTOBEPHO yalle 0OHapyKUBAJUChH )KUPOBBIE
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BiroyeHus: B wmuokapnae [DK, Beime Obuta moTpeOHOCTH B Ha3HAuYeHHUU [3-0JIOKATOPOB.
Coornomenne KJIP JDK / T3P ITK Ob110 JOCTOBEPHO HIDKE Y MAIIMEHTOB ¢ MHOKapAUTOM (2,2+0,6
vs 2,7+0,3, p = 0,047), uto, 1O BCEM BUAMMOCTH, 00YCIOBICHO TeHIeHIuen k awinatanuu [DK He
tosbko 3a cueT AJIIDK, HO u 3a cueT MuokapauTa.

IIpu pasBepHyTOl apuTMHUYecKOM (opMe y NaIMEeHTOB 0e3 MHOKapAWTa OTMEYaeTcs
JIOCTOBEPHO OoJblllee KOJIWYECTBO OOJBIIUX KPUTEPUEB, TEHICHIMS K YTOJIICHHIO CBOOOIHOM
crenkn [DK, a takxe Oompllee KOMMYECTBO HEOIATONMPHUSATHBIX COOBITHH (CMEpPTh, OOMOPOK,
onpapaanHoe cpadarsiBanue MK/, ycroituusas JKT/DXK) Ha omHOTO ManueHTa.

OTH 1aHHBIE MOTYT OBITH OTpaXKCHHEM OoJiee TSHKEIOTO TEUSHHUS 3a00JICBaHUS Y TIAIEHTOB C
m3omupoBanHoi AJIIDK mo cpaBHEHHIO ¢ TeMH, y KOTO TPHUITEPOM JUIsS JeO0Ta 3a00JeBaHMUS
MOCITYKWJIO TPUCOSTUHEHUE MUOKApAWTa. AHAJIOTWYHAs TEHICHIUS OTMeYalaach W TPU CPaBHEHUH

nauuenToB ¢ AJIIDK ¢ muokapaurom u 0e3 Hero Bo Beell KOropre, He3aBUCUMO OT KIIMHUYECKHX (DOPM.

% %k ok

Takum oOpazoM, Muokapaut auarHoctupoBan y 70,4% marmentoB ¢ AAIDK (B 74% mnpu
nateHTHOM, B 36,4% mipu pa3BepHyTON aputMmdeckoit popme, B 87,5% mpu AATDK ¢ XCH u B 87,5%
npu AITK ¢ HEeKOMITaKTHBIM MUOKapIOM) H MOXKET UMETh KaK MEPBUYHYIO (B TOM UKCIIE€ BUPYCHYIO Y
21,1%), Tak ¥ BTOPUYHYIO (ayTOMMMYHHYI0) TIpHpoAay. TeHaeHus K 6ombliel JaBHOCTH 3a00JIeBaHMs
y mauuentoB ¢ AJIIDK B comoctaBneHuu C TPyNmoil CpaBHEHUS OTMeUallaCh Kak TMpU aHaJH3e
OTAETBHBIX KIIMHUYECKUX (OPM, TaK U MPU aHAJIU3E BCEH KOTOPTHL Y MAaIMEHTOB B OCHOBHOM IpyIIIe
JIOCTOBEPHO PEXe, YeM B TPYIIIIE CPaBHEHHS, MPOCISKUBAIIICH OCTPOE Hadaio 3a00JieBaHUs U CBS3b
nebrota 3a0oneBaHms ¢ TiepeHeceHHoW mHpekiwel. [1oBbIIeHne TUTPOB aHTHKAPIUATBHBIX aHTUTEN
OTMEYEHO KaK y TAIMEHTOB C MHOKapAWTOM B OCHOBHOW TpyNIle, TaK WM B TPYIIE CPABHEHUS,
JIOCTOBEPHBIX Pa3IM4Mii 0 UX YPOBHIO He moiydeHo. B nienom, mpu AJITDK muokapaut Teuer Gomnee
JATEHTHO M CKPBITO, YeM Y TMAIMEHTOB C W30JMPOBAHHBIM MHOKAPIUTOM B TPYyIMIE CPaBHEHUS, TIE
npuMepHO y 1/3 GONBHBIX MOXKHO OBLIIO HAOMIOAATH MOTHYIO0 AHAMHECTHYECKYIO TPHATY.

[Ipu cpaBHeHHM Mexay coboi mamueHToB ¢ AJ[IIDK ¢ MHOKapauTOM M ¢ M30JIMPOBAHHOU
AJIITK y mepBbIX OTMEUanoch Oosiee JeTKoe TeueHHe 3a00JICBaHUS 110 PsIy MapaMeTpOB: pExke
OTMEYAJINCh CHHKOTAJIFHBIE COCTOSIHHSA, peke OOHapy KUBAJIHCh KUPOBBIE BKItoueHHus npu MPT,
Obula OCTOBEPHO HUKE IMOTPEOHOCTh B Ha3HaueHHM [-OiokaropoB. Bepositho, cama AJIDK
NPOTEKAET JIeTYe y 3TUX OONBHBIX, U JUII MaHU(ECTallMy U MPOrPecCUpOBaHMs 3a00JI€BaHUS OBIIO
HEOOXO0UMO TpHUcoeInHeHue Muokapauta. B ocransnom nanuentsl ¢ AJIIDK ¢ muokapaurom u
0e3 Hero JOCTOBEPHO HE OTIMYAJIUCh HU MO CTPYKTYpHO-(PYHKIIMOHAJIBHBIM MapameTpaMm, HU IO
4acTOTe HEONarompusITHBIX MCXOJ0B, HM MO mnoTpedHoctn B ummiaHtauuu WK u ero

cpabaTbIBaHHAX, HU 110 ToTpeOdHOCTH B PYA 1 ee s dexruBHOCTH.
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3.3. I'eHo-eHOTHIIHYECKHE KOPPEJSIIUM M BKJIA/I TCHETHYECKUX
1 BOCHAJINTEJIbHBIX MEXaHU3MOB

B 3aBHCHMOCTH OT KJIMHHYecKoil popmbr A AITK

3.3.1. CniekTp MyTauuii, 00HAPYKEHHBbIX Y MAIUEHTOB OCHOBHOM I'PyNIbI

B srtom pazgene Oymyt paccmorpensl pesyibTaThl JIHK-muarHocTwky y mMmanweHToB ¢
AJITDK Bo Bceit koropre B IENIOM, a TaKKe B 3aBHCUMOCTH OT KiIMHUYecKod ¢opmbl. JTHK-
JMUArHOCTHKA MPOBOAMIACH BCEM TMalMEHTaM, OJHAKO B CHIJIy TOrO, YTO STO CIOXKHBIA H
JUINTEIbHBIA TIpOLIECC, KOTOPbIM ObLI HAyaT €lle B <«JIOMAHEIbHYIO AIOXY», O BHEAPEHUS B
npakTtuky maboparopuu TexHoimoruu NGS (Next Generation Sequencing), y psja OOJbHBIX
OTCMOTPEHBI HE BCE T€HbI WJIM HE BCE SK30HBI OTACIBHBIX I'eHOB. B HacTosIee Bpems maToreHHbIe
MyTalH BbIABICHBI Y 15 (28%) mauueHToB, eme y 4 oOHapyXeHbl BapHaHTbl C HEU3BECTHBIM
knuHndeckuM 3HadeHneM (VUCs), KOTopble TOKe MOTYT OKa3aThbCs MAaTOreHHBIMH. B Hacrosiee
BpEMS UX POJIb yTOYHSETCS.

Mytauuu ObiIH OOHapykeHbl B 6 reHax, tunuuHblx s AJIIDK (PKP2, DSP, DSG?2,
FLNC, DSC2, TMEM43), a taxke B 3 Hetunu4yHbix reHax (SCN5A (n=1), coueranue
MYH7+MYBPC3 (n=1)). VUCs 6bimu oOHapyxeHsl B reHax PKP2, JUP u LDB3, ¢ ux y4erom
MyTanuu BbIsiBIEHBI y 35% mnanuenTtoB. [IOCKONIBKY HET €IWHOTO MHEHHMsI, YYUTHIBATh WM HET
VUCs B KauecTBe MyTallMu 10 T€X IOp, MOKa He OyJeT MOJHOCTHIO MOATBEPXkIEH MX BKJIAI B
pa3BuTHe 3a00J1€BaHMsI, MBI IPEICTABUM CTPYKTYPY OOHApYKEHHBIX MyTallMi B Halleil BEIOOPKE B
nByx Bepcusax: ¢ yderoM VUCs u 6e3 Hux (pucyHku 23,24), ogHako B JajbHEHIIEM BCE

MMPEACTaBJICHHBIC PACUYCTLI U PC3YJIbTAThI 6y,£[yT OCHOBAHBbI TOJIbKO HAa HCCOMHCHHBIX MyTallUAX.

HeT myTaumu (n=39)
m PKP2 (n=3) 7
m DSP (n=3)
B DSG2 (n=3) L FeHbl, TUMWYHbIE
m FLNC (n=2) Ana AOMK
m DSC(n=1)
e TMEM43 (n=1) =l
R 2% MYH7+MYBPC3 (n=1) |
2% SCN5A (n=1)
|\

712%

— [OpyrvereHb

2%

Pucynox 23. Mytanun, ooHapyKeHHble Y manueHToB ¢ ALK
0e3 yuera VUCs



30%

»

A5,50%

2%

2%

~_2%

\2%

2%
2%
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Het myTaumu (n=35)
B PKP2 (n=3+2%)
m DSP (n=3)
W DSG2 (n=3)
M FLNC (n=2)
DSC (n=1)
TMEM43 (n=1)
JUP* (n=1)
LDB3* (n=1)
m MYH7+MYBPC3 (n=1)
m SCNSA (n=1)

~ [eHbl, TUNWYHbIE
ana AOMK

— [pyrue reHb

PucyHnok 24. Mytauum, o0HapyxeHHble y nanueHToB ¢ AJITIK,

BriIw4ast VUCs (oTMedeHbI *).

3.3.2. I'eHO-eHOTHIIMY ECKHME KOPPeIAIHI

C uenpio OLEHKU BKJIaJa MyTallil B pa3BUTHE TOH WJIM WHOW KIMHUYECKOW KAPTUHBI MBI
MIPOBEJIM KOPPEIAIMOHHBIN aHanmu3 (Tabmuma 28). s Toro, 4roObl yOSAUTHCS B TOM, YTO ITO
HCTHUHHBIC KOppCIIsIInU, IO 06Hapy)KeHHBIM MMpU3HaAKaM 6LIJIO BBIIIOJIHCHO CPABHCHUC MMAIIMUCHTOB,

Pa3ACICHHBIX Ha ABC I'PYIIIILI, C MYTaHHeﬁ u 0e3 HEC, KPOMC TOI0, K CpPaBHCHUIO OBLI ,Z[O6aBJ'IeH pAaa

JpYTUX IPU3HAKOB, KOTOPbIE TAK)KE MHTEPECHO OLIEHUTH B 3TOM Kitoue (Tabnuma 29).

Ta6anua 28
B3anmMocBs3b HAIMYHSA Yy NANIMEHTA MyTallHH
¢ APYTUMU NMOKA3aTeIAMHU
ITapamerp R D
Mmmmaaranms UK/ 04 0,004
Hammaune XCH 0,32 0,025
CHuxeHre BoJibTaka KoMmIuiekcoB QRS 0,36 0,010
[lupuna xomruiekca QRS B oTBeneHUN V) 0,46 0,003
KomnuuecTBo oTBenenuit ¢ HeratuBHbIMU 3yOnamu T Ha DK 0,30 0,037
KJ1O/BSA (MPT) 0,43 0,027
OB JIK (MPT) -0,34 0,042
O6napyxenue xxupa B JOK (MPT) 0,35 0,033
OTcpoueHHOe HaKoIJIeHHe KOHTpacTHoro npenapara (MPT) 0,38 0,048
Haznauenwne rmtoxokoptukocreponnos (I'KC) 0,37 0,016
Hasnauenue a3aTuonpuna 0,31 0,030
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Tabauna 29
CpaBHeHHe MANMEeHTOB OCHOBHOI TPYINBI ¢ MyTalHei u 0e3 Hee
ITapamerp C myTanuei be3 myranun P

KonuuectBo nanueHToB 15 39
Bospact 35,6+£13,8 39,8+14,2 H/A
[Tox (Myx/xeH) 6/9 17/22 H/I
Komuuecto XKOC, ThIC. 15,3 [2,6; 23,7] 18 [3,8; 35,7] H/1
Vcroituupas KT, % 53,3 28,2 H/II
O6mopoxH, % 46,7 28,2 H/7
Cwmeptb, % 6,7 15,4 H/A
WmmmanTanus UK, % 53,3 12,8 0,002
IIpoenenune PUA, % 33,0 23,0 H/1I
Hammaue XCH, % 66,7 28,2 0,01
Cramus XCH (cpenu 60spHBIX ¢ XCH) I-1TA [I; TTA] 2b [2A; 2B] 0,07
Mepuatenbnas aputmus, % 20,0 17,9 H/AO
Hanuuue muokapauta, % 66,7 71,8 H/II
Camxenne BoibTaxka QRS, % 53,3 20,5 0,02
Hupuna QRS ¥, 110 [109; 140] 100 [96; 110] H/I
brokana ITHIII" (mostHas/menonHast, %) 13,3/26,7 7,7/10,3 H/II
KonudecTBO 0TBeCHHUH ¢ HEraTUBHBIMH

2 [1;6] 1[0;4] 0,08
3ybramu 7 Ha DKIT
KJ10 ITXK/BSA (MPT) 104,4+21,0 83,4+24,8 0,03
®B JIX (MPT, %) 47,7+£12,4 57,7£16.4 0,02
OB ITK (MPT, %) 35,8+12,6 454+10,9 H/1I
KJIP IDK (MPT, cm) 4,6+1,3 4,5+0,8 H/1
Kup B IDK (MPT, %) 333 53,8 H/I
Kup B JK (MPT, %) 13,3 0 0,02
Otcpouennoe Hakorienue konrpacta (MPT, %) 53,3 35,9 0,03
Haznauenne ['KC (%) 33,3 5,1 0,008
Haznauenwue azatnonpuna (%) 13,3 0 0,02

Takum 00paszom, B Halel BEIOOPKE MAIUEHTHI ¢ MyTallueil U 0e3 Hee He OTIIMYAINCh HU TI0

MI0JTy, HU TI0 BO3pacTy. XOTs pa3Inyus 0 HapyUICHUSIM pUTMa HEIOCTOBEPHBI, UMENIach TeHICHIUS

K Oonpmeil yacrore ycroitumBoil XXT u 0OMOpOKOB B TIpymne HalMEHTOB C MYyTalUsIMH.

Nmvmantanust UK/ BeImosiHsIach TOCTOBEPHO yalie narueHTam ¢ mytamusmu: 53,3% vs 12,8%,

p=20,002. V GonpHBIX C MyTalMsIMUA JOCTOBEPHO wyaimie AuarHoctupoBanach XCH, omnako mpu

9TOM y HUX oTMeueHo Oonee nerkoe ee teuenue: [-IIA [I; IIA] vs 2b [2A; 2B], p =0,07. IIpu

aHaJIn3¢C BKF—napaMeTpOB MNanueHTOB C€ MYyTallUAMU OTJINYAaOT JOCTOBCPHO bosiee YacToe

camkenne BosbTaxa (53,3% vs 20,5, p=0,019), a Takxke OoJybliiee KOTUYECTBO OTBEICHHUH C

HeraTUBHBIMH 3yOuamu 7 u TeHaeHuus kK ymupenuro QRS B V) (B Tom umcine 3a cyer OJ0KabI

[THIIT). [Tpu ananuze MPT y nmanueHToOB ¢ MyTausiMu oOpaliaid Ha ce0si BHUMaHUE JOCTOBEPHO
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o6ompmmii ko3 pumment KJIO/BSA wu mocroBepHo Oonee mmzkas ®B JIK, kpome Toro, y 2
MAIMeHTOK ¢ MyTaluen B TeHe aecMmoruiakuaa npu MPT oOHapysxen xxup B JIK, gero He otmedeHo
y ApYTUX MAallMEeHTOB BO Bcel Koropre. Hannume MyTanuy He BIUAJIO HA 4aCTOTY COIYTCTBYIOIIETO
MHUOKapJnTa, OJHAKO AJIs JICYEHHs MHOKAPAUTA Yy IAlUEHTOB C MyTalMed JOCTOBEPHO dallle
NpUXOAUIIOCk puberath K HazHaueHuto [ KC u azaTnonpuHa.
PaccmoTpuM 0coOeHHOCTH TedeHUs 3a00J1€BaHUs IO OCHOBHBIM IIapaMeTpaM y MallUeHTOB C

pa3IuuHbIMH MyTalusamu (Tadbnuua 30).

Tadauna 30
Ba3zoBrble peHOTHIMYECKHE XaPAKTEPUCTUKHU 0OJIbHBIX, B 3aBUCHMOCTH OT T€HOTHIIA
MyTauus
Mapaverp J€CMOCOMHbBIE TeHbI HeJIeCMOCOMHBIE T'eHbI
PKP2 | DSP | DSG2 | DSC2 | FLNC | TMEM43 MYH7* SCN5A
MYBPC3
N 3 3 3 1 2 1 1 1
Kannuueckue popmbl o IV | LIL O 101 I, 111 I v I
Myx. 2 1 1 1 1 0 0 0
Bospacr, cpeanmii 353 | 42 26 48 29,5 20 59 38
KIC, menuana, Thic. 12 6,4 20 2,6 7,8 69 23,6 19,5
KT 3 2 2 1 1 1 1 0
YcroitunBas KT 3 1 1 1 0 1 1 0
Oomopoxku 3 1 1 1 0 0 1 0
:ﬁ;’;‘:{;ﬁi;;m/ 33 | o2 | 1| oo 0/0 11 0/0
Muokapaur 0 3 1 1 2 1 1 1
XCH 2 3 1 1 1 1 1 0
DB JIK, 3XO0, cpennss, % 63 40 64 49 49 85 48 71
@B ITK, MPT, cpexnsisi, % 40 32 37 11 47 - - -
PYA s dext/PUA 0/0 0/0 1/1 1/1 0/0 0/1 0/1 1/1
AMHRO0IapoH 3 3 1 1 1 0 1 0
HKM 0 2 0 0 0 0 1 0

[TanmenToB ¢ mytanueil B rene PKP2 oTIn4aioT arpecCUBHBIE JKEITYJOUYKOBbIE HApPYIICHUS
pUTMa C CUHKOIAJBHBIMU COCTOSTHUSMH. Y BCEX OTMEUaIUCh ajiekBaTHhIe cpabarbiBanus K] mo
nooay JKT/®X (B Tom yucie Ha (OHE HACBHIIICHHUS aMHUOJAPOHOM), TIPU 3TOM HU Y OJHOTO U3
3TUX OONBHBIX HE JAMATHOCTUPOBAHO COIMYTCTBYIOIIETO MHUOKapAWTAa, a CHUCTONHYECKas (PyHKIUS
JIDX B mpenenax HOpManbHbIX 3HaueHUU. DEHOTUNHMUECKUE KOPPENSIUU ¢ HATMYUEM MYyTaluu B
rede PKP mpencraBnens! B tabmmme 31. OOpamarr Ha ce0si BHUMaHUE KOPPEISAIUH C OOIIHM
KOJIMYECTBOM HEOJIaronpusTHRIX coObITHH u, B dYacTHocTH, DX, a Takke ¢ yTOJIIEeHHEM
cBoOomHor creHkn DK mo mamapiM DxoKIT m cHmkeHmem BojbTaxa komruiekca QRS, dro,

BO3MOXHO, SIBIISIETCSI CyOCTpaTOM /ISl IPaBOXKEITY TOUYKOBBIX HApYIICHUH pUTMA.
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Taéamnma 31
DeHOTUNHMYECKUE KOPPEJISIIIUM ¢ HAJIUYUEM MyTaluu B rene PKP2
ITapamerp R p

KonmdecTBo OONBITIX KPUTEPHUEB 0,331 0,014
Hanuuue xputepues u3 rpymnmsl HApYIECHUH penospu3auu 0,281 0,039
Hanuuue muokapaura -0,374 0,005
KomnruecTBo HEOIAronpUsTHRIX COOBITHI (CMEpPTh, 0OMOPOK,

onpaBaanHoe cpabateiBanue UK/, ycroitunas XXT/DXK) y 1 marnmenra 0468 <0,001
O6mopoku 0,343 0,011
Vcroituupas KT 0,316 0,02
DK 0,480 < 0,001
ITorpebnocTs B umiutantanmuu MKJ| 0,431 0,001
Hammane MA 0,299 0,029
Yposens CPb 0,414 0,011
CHuxeHure BoJibTaka komiuiekca QRS 0,374 0,005
Tommuna cBoxHO# crerku [DK (Ox0KI) 0,664 < 0,001

[TanmenTsl ¢ myTtanueid B rene DSP umenu Oonee crapumii Bo3pact, ycroitunBas XT ¢
anexkBaTHbIMH cpaOaTeiBanusiMu MKJ] oTmedena numib y OJHON MAIlMEHTKA C 3TOW MYyTallUeH,
OJIHaKO oOparaer Ha ce0s BHUMaHUE TOT (DAKT, 4TO y 2 U3 3 MAIMEHTOB OOHAPYKEHO COYCTAHHE
AIDK ¢ HKM, u y Bcex 3 OONBHBIX C ATOW MyTalMeid TUArHOCTHUPOBAHBI OMBEHTPUKYIISPHAS
ceplieyHasl HEJIOCTaTOYHOCTb M COMYTCTBYIOLIMM  MHOKapauT. OOHapy>KeHHbIE T'€HO-
(eHoTHIHYEeCKHEe KOppeNsuK MpeacTaBieHsl B Tabnuue 32. Camas cuiabHas W JIOCTOBEpHAs M3
Hux — Hanumuue xupa B JOK npu MPT: on 6611 BbisiBiieH npu MPT numis y ABYX NallMeHTOK U3 Beel
KOTOPTHI, M Y 00erX U3 HUX ObLIM OOHapykeHbl MyTalus B rene DSP u npusHaku BoBiedeHus JDK.
Jpyrue Koppeinsuuu TakKe HarisgHO JIEMOHCTPUPYIOT BOBJIECYEHHE JIEBBIX OTAEIOB C Pa3BUTHEM
XCH, a Takxe NOATBEPXKIAIOT, YTO MyTalMs B JaHHOM reHe y mnanueHtoB ¢ AJIDK
accouunpoBana ¢ HamuuneM HKM. Koppenauusa nanuuus myrtanuu B reHe DSP ¢ HENOJIHBIM
3 PeKTOM aHTHAPUTMUUYECKOU Tepanuu (COXpaHeHHE Ha (POHE JIeUYEHHUs SMHU30/I0B HEYCTOWYUBOM
KT) oGycnoBnena umenno couyetannem AJIIDK u HKM, xotopoe mposiBisieTcsi arpecCUBHBIMU
KEITyA0YKOBBIMH HApyLIEHUSIMU pUTMa.

DeHOTUT MAIMEeHTOB ¢ MyTanuel B reHe DSG2 B Haliel KOropTe JOCTaTOYHO BapuabescH,
BCE TPU MNAIMEHTa OTHOCATCS K pa3HbIM KIMHMYeCKuM ¢opmam. ClieayeT OTMETHUTh, YTO HHU Y
OJTHOT'O OOJILHOTO C ATOH MyTalueil He ObUIO 3aperucTpUpoOBaHO aJleKBaTHBIX cpabarbiBaHui MKJ]
Ha (poHE aHTHMAPUTMUYECKON Tepanuu (MpH KOPPEISIUOHHOM aHalu3e TakKe Oblja BBIIBICHA
oTpuLaTenbHas cBs3b co cpabaTeiBanuaMu MK/ y manmenToB ¢ myTtanuei B 3tom rese: R =—0,64,
p=0,019). Eme oxgna xoppemsiiusi, KoTopasi Oblla OOHapy»eHa y HOCHUTEJICH MyTallid B T'eHE

DSP — cBs3b ¢ HanmuueM HenonHoi 6mokaast [THIIT (R = 0,373 p = 0,008).
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Tabamuna 32
@eHOTHIIHYECKHE KOPPeISIUH ¢ MyTanueii B rene DSP
ITapamerp R P
Hammane XCH 0,304 0,025
Cranusa XCH (mo Ctpakecko — BacuineHko) 0,345 0,011
Hammaune HKM 0,329 0,015
Briseenne xupa B JOK (MPT) 0,806 < 0,001
JnmurensHocTh KoMIiekca QRS 0,297 0,041
Hanuuue kputepues u3 rpymnibl HAPYLICHUS JENOJIIPU3ALUU 0,274 0,045
HerarugHbie 3y0116! T B JI€BBIX TPYAHBIX OTBEIEHUSIX 0,279 0,041
KJP JIK (Ox0KTI) 0,312 0,024
KJO JDK (Ox0KTI') 0,391 0,005
OB JIXK (Ox0KTI) 0,351 0,011
[ToTpebHOCTH B Ha3HaYeHNH UHTUOUTOPOB AlID 0,313 0,024
Hamnuue neycroitunBoit KT Ha QoHe aHTHAPUTMUYECKON Tepanuu 0,490 0,004

B menmom co3maercst BneuariieHne o 0osiee OJIArOMPUATHOM TEYCHUHM 3a00JIEBaHMS Yy ITHX
OOJIBLHBIX: TaK, Y MAIIUEHTKH C TATCHTHON apUTMUYECKO (popMoii ocie caMOCTOSITENEHON OTMEHBI
AHTHAPUTMUYECKONW TEpaluy HApYLIEHUS pUTMA HE PELUIUMBUPYIOT HAa MPOTSIKEHUU IIATH JIET,
aHAJIOTUYHAS CUTYyanus HaOIr01aeTcst y BTOPOH MAaMeHTKH C Pa3BEpHYTON apUTMHUECKOH (HOPMOIA,
y KOTOpO#l MpHeM aHTHAPUTMUYECKUX MpernapaToB ObUT MpeKpalleH BO BpeMsl OepeMeHHOCTH. Y
naiuenTa c¢ nporpeccupyromieir XCH 6onee Tskenoe TeueHue, o Bceid BUAMMOCTH, 00YCIOBICHO
TeM, 4yTo MyTauus B DSG2 HaxoauTcs B TOMO3UIOTHOM COCTOSIHUHM, YTO CBSI3aHO C KPOBHBIM
POICTBOM pojuTened OONbHOrO, MPUYEM B CEMEHHOM aHaMHE3€ OTCYTCTBYIOT JIaHHBIE O
KapAHOJIOTMYECKHUX 3a00JI€BaHUSX TETEPO3UTOTHBIX HOCUTENIEH STOW My TalIUH.

VY enuHCTBEHHOTO MalueHTa ¢ myTaiueil B DSC2 B Hamieil BEIOOpPKE OTMEUYajoch Pe3Koe
camwkenne @B DK (no 11%), OuBeHTpUKYIspHAs cep/ieuHasl He0CTaTOYHOCTh, MUOTIEPUKAPIUT U
napokcu3mbl ycrounBoi JKT Ha poHe oTHOCHTenpHO HedacToit XKIOC.

VY o6oux marmueHToB ¢ MmyTarnueir B reHe FLNC peructpupyercs dactas KOC, omHako
JaHHBIX 3a ycToiunByto KT He mosydyeHo, OJMH NalueHT OTHOCUTCS K JIATEHTHOW apUTMHUYECKOMN
dopme, Bropoit — Kk AJIDK c¢ mnporpeccupytomeir XCH. ComyTCTByIOUIM MHOKApAUT
JTUAarHOCTUPOBAH y 000MX OOJIbHBIX.

[Tanmentok ¢ myrtanusmu B reHe TMEM43 w MYH7+MYBPC3 (nociennue MyTalluu B
reHax capKoMepHBIX OelKoB BbIABIEHHI y manueHTku ¢ couetanuem AJIIDK u HKM) otnuuaer
yacTasl, pe3UCTEHTHAas K MEUKAaMEHTO3HOMY U MHTEpBEHIIMOHHOMY JieueHHIo JKOC B coueraHuu c
AKTUBHBIM MHOKApAUTOM.

bonbHas ¢ myrtamuei B reHe SCNSA xapakrepusyercs couetanueMm AJIIDK u muokapauta,

yactoit JKOC, xoTtopas 6bu1a yCIelmHo ycTpaHeHa B pe3ynbrare PUA.
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[Ipoananusupyem 4acToTy OOHAapyKEHHS MYyTalUd NpU KaXAOHW U3 KIMHUYECKUX (Popm

(pucyHok 25).

1. Jlamenmuas apummuyeckas ¢opma

[IpouieHT OOHapy>KeHUS MyTalMid MPU ITOW KIMHUYECKOW (opme ObUT caMmblii HU3KHHA U
coctaBui Bcero 11%, mpu 3ToM oOHapy»KeHbl MyTallUu B TPEX pa3nuuHbIX reHax: DSG2, FLNC u
SCN5A. Yetkoit cBs3M OOHAPYKEHHBIX Y TMAIMEHTOB MYyTalldid ¢ OCOOCHHOCTSMU KIIMHHYECKOTO
TeUeHUs 3a00JI€BaHUs HE MPOCIEeKUBACTC, MyTannu B TeHax DSG2 u FLNC oOHapy>XeHbl U TIPH

JIPYTUX KIMHUYECKUX popMax.

11. Pazseprymas apummuuecxas gopma

[Ipu sT0it Ppopme MyTaruu 0OHAPYKEHBI MPAKTUUYECKU y TOJOBUHBI MAIIMEHTOB, IPUYEM Y
Tpoux oOHapykeHa MyTanus B reHe PKP2, koTopas He Oblla BBISBICHA NP APYTUX KIMHUYECKUX
dopMax ¥, Ha Hall B3MJIAJ ACCOLMUPOBAHA C HaWOoliee «TUMUYHBIM» B OOIIEM MpEACTaBICHUU
teuenneMm AJIIDK, xorga Ha mepBhlid MJIaH B KIMHUYECKON KapTUHE BBIXOAST >KEITYJOYKOBBIC
HapyluleHUus puTMa, B 4acTHOCTH, ycToiunBas JKT. Kpome Toro, B 3Tol rpynmne y 1 manueHTKH
Obuta oOHapykeHa MmyTtauus B reHe TMEM43, xoTopas, Ha Halll B3I, TaKKe BHECJIA BKJIAJI B
pa3BUTHE PE3UCTEHTHBIX HapyIIeHU puTtMa. Eme y ogHOM G0JIbHON BBISBIICHO COUYETAaHUE MyTallui
B reHax DSG2 u DES (ponb MyTauuu B JAECMHMHE Ha JaHHBIH MOMEHT yTOYHSETCS, BO3MOXHO,

JAHHBIN BapUaHT SIBJSETCS PEAKUM MOJTUMOPHU3IMOM).

111, AJIIDPK ¢ npoepeccupyroweti XCH

[IporieHT BBISBICHUS MyTalUMid B 3TOM KIMHUYECKOH (opme ObUI caMblii BBICOKHIA: OHHU
OOHapy>EHBI y MOJIOBUHBI MAIUEHTOB, IPUYEM HX CHEKTP MAaKCHUMAaJIbHO IIHMPOK U MpeAcTaBieH 4
myTtamusiMu B reHax DSP, DSG2, DSC2 wn FLNC. YcroiuuBas JXT cpeaum 5TuUX MalMEeHTOB
peruCTpUpyeTCs TOJNBKO y OompHOTO ¢ MyTamuedn B DSC2, mo moBogy uyero ObUIH

3aperucTpPUPOBaHbI ajickBaTHBIE cpabaTbiBanus MK/,

1V. AIJIDK 6 couemanuu ¢ HKM

B s10i1 knmuHMueckoi popme MyTalMu OOHApYKEeHbI y Tpex nanueHtos (37,5%), npuueMm y
JIBYX 4YesnoBeK 3T0 myrtauuu B TunuyHoMm st AJIDK renme DSP, yto gaeT HaM OCHOBaHHUE
npeanonaratb cBa3b 3toro reHa ¢ ¢enorunom AJIIDK+HKM. Eme y onxHoW mNanmueHTKH
OOHapy»XEHO codYeTaHWe JIBYX MyTaruil, TnudHbiX st HKM, B reHax capkOMepHBIX OEIKOB
MYH7+MYBPC3. TlaiiMeHTOB C ATOM KIMHUYECKOW (POPMON OTIIMYAIOT arpeCCUBHBIC HKEITY0UYKOBBIC
HapyiieHus putMa B couetanuu ¢ XCH, 4to, mo Bceit BUIuMocTH, 00YCIOBICHO COYETaHUEM JIBYX

TE€HETUYECKU JETEPMUHUPOBAHHBIX KApAUOMHUOIIATHI.
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3.3.3. Bki1ag reHeTHYECKHX H BOCHAJINTEIbHBIX MEXaHU3MOB

B 3aBHCHMOCTH OT KJIMHHYeckoil popmbr AITK

Ha pucynke 25, moMuMo 4acToThl OOHAapy>KEHHMs MyTalMid, IpeJIcTaBlieHa 4YacToTa
COITyTCTBYIOILIETO MHOKApAWTAa NPU KAKAOH U3 KIMHUYECKUX (opM. 3aMeTHO, 4TO BKJax
TEeHETUYECKUX M BOCHAIUTEIbHBIX MEXaHM3MOB HEOJMHAKOB IpU pa3nuyHbiX (opmax. Tak, y
MAlMeHTOB C JIATEHTHOM apUTMHYECKON (OPMOM YacToTa COMYTCTBYIOIIETO MHUOKapAWTA
3HAUUTENIBHO MPEBBIIIAET YACTOTY BBISBJIEHHBIX MYTalUd, YTO TOBOPUT O OOJIBLIEM BKJIAJAE B
¢dopmupoBaHne (eHOTHIIA BOCHMAIUTENBHBIX MeEXaHU3MOB. [Ipu pa3BepHyTOW apHUTMHUYECKOH
¢dopme, HaIIPOTHB, OTMEUaeTCs MpeodIIaaHrie MATOTeHHBIX MYyTallUil, a MPOLIEHT COITYyTCTBYIOIIETO
MHOKap/AuTa TpPU 3TOH KIMHWYECKOH ¢opme Obn cambiii Hu3Kkuil. Uto kacaercs AIIDK c
nporpeccupyromeii XCH n AJJIDK+HKM, TO comyTcTByromuii MHOKapAMT AMAarHOCTUPOBAH Y
HOJABJIAIONIEr0 OOJIBIIMHCTBA MALMEHTOB, OJHAKO MPU 3TOM MPOLEHT MaTOreHHBIX MyTalui ObuI
TaK)K€ BBICOK, YTO TOBOPUT O PAaBHOW POJM T€HETHYECKHX U BOCIAJIUTEIBHBIX MEXAHHU3MOB B

(dbopMUpPOBaHNN KIMHUYECKON KapTHHBI.

100,00% 87,5% 87,5% .
0,
80,00% 74% "
60,00% 36°/ f(’
40,00% = A 70%
20,00% ;
0,00% 7
I dopma Il dopma 1l popma 1V dopma T
0,00% iy
20,00% 11, 00% :’
40,00% A 28%
37,5% 4
60,00% 45,5% "
80,00% “
100,00%
DSG2 PKP2 (n=3) DSP DSP (n=2)
FLNC DSG2+DES DSG2 MYH7+MYBPC3
SCN5A TMEM43 DsC2

FLNC
PucyHnok 25. HacToTa cONyTCTBYIOIEr0 MUOKAPAUTA U MyTalMii

B 3aBHCUMOCTH OT KJIMHHYECKOM (l)OpMI)I

Ha pucynke 26 ocyImiecTBIEHO COBMEIICHHE CTOJOIOB Auarpamm, H300pa)KEHHBIX Ha
pucynke 25. Takum 006pa3oM MpoOIEMOHCTPUPOBAHA YaCTOTA COUYETAHMUS MyTalldid 1 MHOKapJIUTa B
KOKI0M W3 KiInHW4YecknXx (opM W Bo Bceil koropre. [loaBememM wuTorM: BO BCEM KOropre
COIMYTCTBYIOIINUNA MHOKapAuT Obl1 auarHoctupoBaH y 70% manueHToB, MyTauuu — y 28%, a ux

coueranue — y 16,7%. B natentHO# apuTMUYecKOil (opMe y BceX MAIMEHTOB C MYyTaIHsIMU
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OTMEYaJICsl Takxke comyTcTByrommii Muokapaut (11% OonpHBIX B 3TOH ¢opme). B pazBepHyTOU
apUTMHUYECKOW (popMe NPOIEHT COYEeTaHUS MyTallMid W MHOKapauTa OBbII CaMbIM HU3KHM U
coctaBun Bcero 9%. Ilpu AIIDK c mporpeccupytomeit XCH uactota coueranuss MyTaluid u
MHOKapauTa Oblla, HAIPOTUB, CAMOM BBICOKOM M oTMedanach y 37,5% mnarueHnToB. Y OONbHBIX C

AIIDK+HKM nono6Hoe coyeTaHne 0TMEUEHO y YETBEPTH MAIUEHTOB.

M
n
0
76% K
87.59
87.5% 7 ‘:
a
30% 7]
T
0,00%
0,
20,00% 11% 37,5% 25%
! (0]
40,00%
37,5%
60,00% 45,5% °

80,00%

100,00%

Pucynox 26. Yactora couyeTaHus CONYTCTBYIOIEr0 MUOKAPANTA U MyTallUH

B 3aBHCHMOCTH OT KJIMHU4YeCKOii (popmbl

% %k ok

Takum o6pa3zom, pa3Butre Toi ninn nuHoit popmel AITDK ompeznensercss pa3auyHbIM BKIIaJ0M
TEHETUYECKUX U BOCHAJIMTENBHBIX MeXaHU3MOB. [Ipu nateHTHOI apurmMudeckoil popMe BeayIas posb
B MaHM(eCcTalluu ¥ NPOrpecCUpOBaHUs 3a00€BaHus (IIPU OTHOCUTENIBHO HU3KOM 4acTOTE BBISBICHUS
MYyTAall{ii) TPUHAUISKUT COIYTCTBYIOIIEMY MHOKapauty. IIpu pasBepHyTOl apuTmmdeckon ¢opme,
HalpoTHB, OCHOBHYIO pOJIb WIPAIOT MYyTallMd B TUNWYHBIX (MaxkopHbIX) reHax. Ilpum AJIDK c
nporpeccupytorier XCH u B coderanmn ¢ HKM oauHakoBO BakeH BKJIQA 000OMX (HaKTOpPOB.
BrsBiieHb! KOppenALuy MeXIy MyTalusMU B reHe PKP2 1 pa3BUTHEM pa3BEpHYTON apUTMHUYECKOU
(dopMsI ¢ BeIcOKO noTpedHOCThIO B K/, CHI)KeHMEM BobTaka M HEOIaronpusiTHHIMUA COOBITHSIMH, B
rene DSP — ¢ oqHoBpeMeHHbIM HasmuneM HKM u muokapaura, BopneuenneMm JOK u passuruem XCH,
B ree DSG2 — ¢ OTHOCUTEIBHO OJ1aronpUsTHBIM TeUeHHEM OO0JIe3HH.

VY manueHToB ¢ MyTalMsIMH JOCTOBEPHO BbIlIE Obl1a MOTpeOHOCTh B mMILTaHTarmun UK/,
yame nuarHoctupoBasiack XCH, Ha OKI' yamie peructpupoBaioch CHUKEHHUE BOJIbTaXa, a MpPH
MPT y mammenToB ¢ myTtanusiMu 0b11 60mbmmii kodpdumment KJIO/BSA u nocroBepHo Huxe OB
JDK. TIpu 5TOM caM (akT HAIWYHS MYTallMl JOCTOBEPHO HE BIMSUI HA YaCTOTY HEOIArOMpHUSTHBIX

coObITHH (CMepTh, afekBaTHbIe cpabaTbiBanust MK/], oomopoxku, ycroitunsas XKT/DXK).
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3.4. lloaxoaw! k JieyeHno y nauueHToB ¢ AJIIIK

H Yy NAaUCHTOB I'Pyliibl CPAaBHCHUSA

B »stom maparpade OynyT TpeacTaBI€Hbl MOAXOIbI K MEIWKAMEHTO3HOMY H
MHTEPBEHLIMOHHOMY JICYEHUIO MAIMEHTOB OCHOBHOM I'PYMIBI B LIEJIOM U MO Pa3HbIM KIMHUYECKUM
¢dbopMaM B COTOCTABIICHUH C TPYMIIOI CpaBHEHUS, a TAK)KE PE3YJIbTAThl JICUCHUSI MUOKApIUTA.

B nepByto ouepenb, HHTEpEC NPEACTaBIIET aHTHaApUTMUYecKas Tepanus. [Ipu sToM ciaenyet
OTMETUTh, YTO TMpemapaTbl HEPENKO MEHSAJIUCh WIM KOMOWHUPOBAJIUCh MEXIy COOOH, YTO
HECKOJIBKO 3aTpYJHSET CTaTUCTUYECKYI0 00paboTKy naHHbIX. Hamu yuuTeiBancs ¢akT molydeHus

TOI'0 WJIM UHOTI'O Iperiapara IMalueHTOM, HE3aBUCUMO OT KOM6I/IH8.I_[I/II7L

3.4.1. JleueHne NAMEHTOB C JIATEHTHOH apuTMHYecKoi ¢popmoii

B COINOCTABJICHUH C TPYNIOH CPABHEHUS

3.4.1.1. Meoukamenmosnaa mepanus

Bcem 00nbHBIM B OCHOBHOM TPYIINE ¥ TPYNIE CPABHEHHSI HA3HAYAIUCHh aHTHAPUTMHUYECKIE
npenaparsl (KaKk MUHUMYM, OJIMH) WJIM MX KOMOWHAIMHM C WHAWBUAYAJIBHBIM TTOJA00pOM Haubosee
saddexkTuBHOrO M Oe3zomacHOro BapuanTta. Mcmonb3oBanuchk mpenapatel IC kimacca (3TanusuH,
aJUTaMHWH, MponadeHoH), WX IMOoJydaao OONBIIMHCTBO MAIlMEHTOB B 00ewx rpymmax, Il

(6uconposnon, metonpornon) u Il kmacca (aMuoaapoH, COTaION), PUCYHOK 27.

OcHoEHaA rpynna FpynnacpaeHeHus

AMHD’D‘EPDH _48,1% _25,0%

Cotanon | S A0, 7% e 37,5%

1 *
ANNanMHUHE | ed 29,6% 158,3%
Iraumsun | I 6, 7% L EEEH
Mponaderon SR 29,6% S 79,2%
*
Beta-HBnokatopbi NS 00,7% ——— N 7)) 2%
M-knace | - 7o [ LR
IC-knacc 174,1%

Jas5,8%

s 1 T T 1 |

0,0% 20,0% 40,0% 60,0% 30,0% 100,0% 0,0% 20,0% 40,0% 60,0% 20,0% 100,0%

* — p<0.05

Pucynok 27. CTpykTypa aHTHADUTMH4YECKOH Tepanuu y NanueHToB

¢ JaTteHTHoil apuTMudeckoi gopmoii A/IIIZK u B cooTBeTCTBYIO1IIEH MOATPYIIe CPABHEHUSA
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HaubGonee gacto B obenx rpymnmax HazHavajcs dTarusuH (66,7% MManueHTOB B OCHOBHOM
rpynne u 83,3% mauueHTOB B Ipylne cpaBHeHHs). B To ke BpeMs Ui yCHEIIHOIro MOJaBICHUs
HapyuieHuid putma y nanueHtoB ¢ AJIIDK wame npuxoaunoch npuberaTtb K Ha3HAYEHUIO
amuonapona (48,1% vs 25,0%, p=0,095). B rpynme cpaBHEHHs IOCTOBEpHO dalle, 4eM B
OCHOBHOM rpyIIe, Ha3HAYaINCh dTallu3uH 1 npenapatsl [C-kiacca B enom, a Takke [3-0J10KaTopsl.

[TomuMo aHTHapUTMHYECKHX MpenapaToB HHruouTopsl AIID nmomyuanu 26% mnauueHToB B
OCHOBHOM Tpymme (22,2% B pamkax jedeHus runeproHnueckoit 6onesnu (I'b), 7,4% — B pamkax
neuenuss XCH) u 29% B rpynne cpaBHenust (25% — neuenue I'b, 4,2% — neuenne XCH). B

OCHOBHOM rpynne | manueHTt nojy4an COUpOHOJakTOH B paMkax yieueHust ['b u XCH.

3.4.1.2. Humepeenyuonnoe nevenue

ITo moBoxy wacroii JKOC B rpymrne nayeHToB ¢ JaTeHTHON aputMuyeckon popmoii AITIDK
PYA aputmorenHoro ¢okyca Oblia BbIIOJNIHEHA 7 manueHTtam (25,9%), asym u3 Hux PUA Obuia
BBITIOJTHCHA TIOBTOPHO. B MTOre BMEMaTEeIbcTBO 0Ka3anoch 3ppekTuBHbIM y 5 marueHToB (71,4%).
B rpynne cpaBuenuss PUA Obuia mpoBereHa 7 OGonbHBIM (29,2%), mOTpeGHOCTH B MOBTOPHBIX
npolenypax He ObUIO, TaK Kak y BCEX 7 MAIMEHTOB ObUI JOCTUTHYT IOJHBIA aHTHAPUTMUYECKUN
3 dexT. JJocToOBepHBIX pa3Nuuuii ¢ TPYNION CpaBHEHHS MO Kolu4decTBY Win dpdexktuBHOCTH PUA
HE I0JTy4YeHO.

HKJ]I 6b11 UIMIUTAaHTUPOBAH JIUITH OJTHOM MAIMEHTKE C JIATCHTHOW apUTMHYECKO (HOpMoil B
CBSI3U C YacThIMU 3nm304amMu HeycToiunBoil XXT u snu3010M moTepu co3HaHHS apUTMOTEHHOTO
XapakTepa B aHaMHe3¢ B COUYETAHWU C MOTPEOHOCTHIO B MMIUIAHTAIMM KapAHOCTHMYJIATOpa IO

MIOBOJIy CHHZPOMA CIIa0OCTH CHHYCOBOTO y311a. AnekBaTHbIX cpabareiBanmii UK/ y Hee He ObLTO.

3.4.2. JleyeHne NAMEHTOB C Pa3BePHYTON apUTMHYECKOi (POPMOH

B CONOCTABJICHUH C IPYNIIOH CPABHEHUS

3.4.2.1. Meouxkamenmo3sunasa mepanus

B xaudecTBe aHTHAPUTMHMYECKUX IIPENApATOB MALMEHTaAM C Pa3BEPHYTOM apUTMUYECKOU
dopmoii AJIITDK nanbonee yacto Ha3HAYaIUCh aMuoAapoH U B-Omoxatopsl (o 45,5%), sTanu3un
(36,4%). Menbliee KOJIMYECTBO MAIMEHTOB IMOJIy4alo ajUlalWHUH U cotaion (mo 18,2%) u
nponadenon (9,1%). B menom, B CTPyKType aHTHAPUTMHUYECKOW Tepamuu OCHOBHOM TpyMIIbI
npeobnananu npenapatsl I u Il kmaccoB (pucynok 28). B rpymnme cpaBHEHUS JOCTOBEPHO yalle
Ha3zHadamch P-0sokaropsl (p = 0,022): ux modydand Bce MAMEHTHI 0e3 ucKiovueHus. Ha Bropom

MecTe cTosin mpemnaparbl III kimacca, ux momydanu 55,6% OONBHBIX B TpyMIE CpPaBHEHUS:
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amuonapoH (55,6%) u coranon (44,4%). C Toli ke 4aCTOTOM, YTO U COTAJIOJ, B TPYIINIE CPAaBHEHUS

Ha3Ha4daJICA dTallu3H1H.

OcHOBHaA rpynna Mpynna cpagHeHMA
AM“[}AQPDH _45,5% _55,6%
Cotanon |l 18,2% L A A%
Annanmamny | 1182% —_—22.2%
Iraymzny I 36, 1% O /1 A%
| —o9,1% 10,0
MNponadeHon | " 0,0% 100,0%
Beta-bnokaTopel I 5, 5% ——————————— |
Ml-knacc | - S0 O -5 Y

IC-knacc J,—"35r4%

T T

BN 1Y YT

0,0% 20,0% 40,0% 60,0% 80,0% 100,0% 0,09 20,0% 40,0% 60,0% 80,0% 100,0%

* _ p<0.05

PucyHnok 28. CTpykTypa aHTHAPUTMHYECKOH Tepanuu
Y IALMEHTOB C pa3BepHYTOi apuTMu4eckoii popmoii AAIIK

H B COOTBeTCTBleHleﬁ MNOArpyIIe CpaBHCHUA

B pamkax neuenust comytcrBytomeid I'b u XCH unrubutopsr AII® nomywamu 18,2% u
33,3% O00abHBIX B OCHOBHOW IpyMNIle W B IPyMIE CPaBHEHUs, COOTBETCTBEHHO. [loTpeOHOCTH B
3 b

Ha3HAYCHUH JUYPETUKOB HE ObLIO HU B OCHOBHOM IpyIiie, HU B IPYIIE CPAaBHEHUS.

3.4.2.2. Humepeenyuonnoe neuenue

PYA aputrmoreHHoro (oxyca sHAOKapIUaIbHBIM JOCTYTIOM ObliIa BHIIMOJIHEHA 5 MalueHTaM
B OCHOBHOH rpymnme, | W3 HUX BBINOJNHSJIACh MOBTOpHAs mpoueaypa. Ilpu 3TomM moyHBINA
KIMHuYeckui 3¢ dext nocturnyt aumb y 3 (60%) 6onbHeIX. Y 1 nmanuentku nepsas PUA Obuia
Hea(dexTuBHA, a BTOpas okasajach ycmenrHod B otHomeHuH KT, ogHaKo coxpaHsiach dacrtas
KOC, eme y 1 manuentku (¢ mytamnueit B rene TMEM43) PUA okazanack Hed(pekTUBHA BOBCE.
[oBropubix PUA mammeHTam ¢ HEYJTOBICTBOPHTEIBHBIM PE3YJIbTaTOM HE MPOBOJMIOCH, TaK Kak
NOJOOHBIM OOJIEHBIM I1€JIECO00pa3HO BHIMOIIHEHHE MOBTOPHBIX PUA snukapaualbHBIM JOCTYIIOM,
B cBs13U ¢ TeM, uto npu AJIIDK ¢pubposno-xuposoe 3amemmenue [DK nporcxoaut no HanpaBiIeHUIO
OT SIUKAapAa K YHI0KapAy, 4To JeTaeT MoA00HBINA JoCcTyn Oosee MaToreHeTHIeCKH 000CHOBAaHHBIM,
OIHAKO y Hac OTCYTCTBYeT Takas BO3MOXHOCTh. HapymieHuss purMa y MalUEHTOB C
HeadpexTuBHON PUA ycmenmHo KOHTPOIUPYIOTCS TPH MMOMOIIN aHTHAPUTMHUKOB.

Eme aByM mamueHTaMm ¢ HapyIIEHUSIMH PUTMA, TUIOXO IMOIIAOIIUMUCS MEIMKAaMEHTO3HON

KOPPEKIIH, a B psAne ciaydaeB — naxe cpadareiBanusim MKJI, ot mpoBenennst PHA Opu10o perieHo
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BO3/IEPKAThCS, TAK KaK AIEKTpUUYECcKasi HECTaOMIbHOCTh MUOKAp/1a Y HUX BEJIMKA U BMEILIATEIbCTBO
MOJKET, HAalIPpOTHB, YCYTYOUTh YK€ UMEIOIUECs] HApYIIEHUs pUTMa, B TOM YHCIIE, CIIPOBOLIMPOBATH
pasBUTHE D3JIEKTPUYECKOrO IMTOpMa. TakuM MamueHTaM OblIo Obl Ies1eco00pa3HO BBINOIHHUTH
ruOpuaayto PUA ¢ sHI0KapAManbHBIM M 3MIMKApAWANIbHEIM TocTynaMu. B rpynme cpaBHenust PHA
Obuta BhITONTHEHA 2 naruenTam (22,2%) u B 000uX ciaydasx okazanachk dQQexTrBHa. J[0OCTOBEPHBIX
paznmuuuii o kosimuecTBy PUA u ux 3¢ (pexTHBHOCTH HE TOJIyYSHO B BHIY Majoro o0bemMa IpyIil.
UK ummiantupoBan 4 (36,4%) mauumeHTaM ¢ pa3BepHYTOH apUTMHUYECKOW (HOpMOH.
AnexBaTHble cpa0aThIBaHUS 3aperucTpupoBanbl y 3 u3z 4 OonbHbIX (75%), B TOM uuncie
y 1 6onbHOTO — HEOTHOKpATHEIC cpabaTeiBanus 1Mo ooy ®XK. 1 maruenT ot mmrmanTamuu MK
otkazaics. B rpynme cpaBuenus WKJ] ummmantupoBan 1 (11%) mauuenTtke, cpabaTbhiBaHUN

Ha JJaHHBIM MOMEHT HE OBLIO0.

3.4.3. Jleuenue nanuenToB ¢ AJIIIK ¢ nporpeccupyromeii XCH

B CONOCTABJICHMH C TPYNIIOii CPAaBHEHHA

3.4.3.1. Meoukamenmosnaa mepanus

AHTHapUTMHUYecKasl Tepanusi B NOJABIIAIONIEM OOJIBIIMHCTBE ClyyaeB Oblia MpeacTaBiIeHa
amMuoJapoHoM: ero noaydanu 87,5% nanuentoB ¢ AAIDK u 75% nanueHToB B rpynie cpaBHEHUs
(pucyHok 29). B ocHOBHOM rpyIine 4eTBEpTh OOJBHBIX MOJyYaad COTaioj. [-O0yioKkaTopsl ObLIN
HazHayeHbl 75% manueHToB B 00eux rpymnmnax. AHTHaputmudeckue npemnaparsl IC kiacca He

Ha3sHa4YaJIMCh B CBA3U C BBIPAXXCHHBIMHA CTPYKTYPHBIMU U3MCHCHUAMU MHUOKapaa.

OcHOEHaA rpynna Fpynna cpaeBHeHKA

Amunogapor |EENNNNNIIINEN 37,5% I T5,0%

CoTtanon | c— 25,0% 10,0%
AnnanuHuH _'D.D% 10,0%
ITaUMBMH _'D.U% 10,0%
MNponadeHoH 110,0% 10,0%
Beta-6nokaTopbl | S 75,0% I 75 (%%

Nl-knacc | 27,50 (N 7S (%
IC-rnace '0,0% 10,0%

T T T T T 1 I i

0,0% 20,0% 40,0% 60,0% 80,0% 100,0% 0,0% 20,0% 40,0% 60,0% 80,0% 100,0%

PucyHnok 29. CTpykTypa aHTHAPHTMH4YECKOH Tepanuu
y nanueHToB ¢ AJIIXK ¢ nporpeccupyomeii XCH
U B COOTBETCTBYIOIIEll MOArpyIIe cpaBHeHUs!
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Kpome Ttoro, Bcem marmeHtam mpoBoamiock jedeHne XCH mo oOmenpuHsATON CcXeme,
KOTOpasi TMOMHMO [-OJIOKaTOpOB BKIIOYaia B ce0s Ha3HAYCHUE TICTIICBBIX JIMYPETHUKOB,
AQHTArOHUCTOB albJ0CTepoHa W WHTHOUTOPOB AIID. B ocHOBHOU Tpymme (ypoceMus momydaiu
37,5% mnauuenToB, TopaceMun — 25%, a cnupoHonakToH — 87,5%, B rpymnmne cCpaBHEHHS 3TU
npenapatsl nonydanu — 60%, 20% u 90% O60abpHBIX, COOTBETCTBEHHO. Kpome TOro, B OCHOBHOM
rpynne 25% mNalueHTOB B CBS3U C BBIPAKEHHBIMM 3aCTOMHBIMHU SIBIICHUSMU B JOINOJHEHUE K
MEeTJICBBIM W KaJMicOeperaronmM IuypeTuKaM monydand arerazonamuz. WMuaruduropsr AIID
nosyyanu 87,5% u 75% manveHToB B OCHOBHOM I'pyMIE€ U B IPYIIE CPABHEHHUS, COOTBETCTBEHHO.

JIOCTOBEPHBIX pa3Inyuii IO MEAUKAMEHTO3HON TEPAMHU MEXKIY TPyIIIaMU HE OTMEYEHO.

3.4.3.2. Hnmepeenyuonnoe neuenue

PYA BeimonHena 1 GombHOMY M3 OCHOBHOW Tpymnmbl U | u3 rpymnmbl cpaBHeHus. B oOoux
CITy4asiX BMEIIATEIbCTBO ObLIO BBITIOJIHEHO HE C LIEJIBIO MOAABICHHUS KETyI0OUKOBBIX HApYyLIEHUH PUT-
Ma, a B CBSI3H C TpeMeTaHUueM npezacepauil. Y o00MX MalMeHTOB BMEIIATENbCTBO ObU10 3(h(heKTUBHO.

UK]] 61 ummutantupoBan 4 (50%) manmentam ¢ AJIDK (1 — B pamkax mnepBHYHOM
npodunaktukn BCC u 3 — B pamkax BropuuHOW) u 7 (35%) OONBHBIM W3 TPYNIBI CPAaBHEHHS.
AnexBaTHble cpabaTbIBaHUSI 3apPETUCTPUPOBAaHbI Y MoJoBUHBI nanueHToB ¢ MKJ] u3 ocHoBHOM
rpynnsl 4 guimb y 1 B rpynmne cpaBHeHus. B rpynme cpaBHeHus y 6 u3 7 nanuentoB ¢ MKJI
otMevanock cHmkenue ®B JIDK <35%, uro M cTano OCHOBHBIM ITOKa3aHMEM K HMINIAHTAIMH
ycrpoiicTBa, ycrouuBas JKT B aHamHe3e oTMedanach Julllb y | mamueHTta, y KOTOpOro u Obuin

anekBaTHbIe cpabateiBanus UK/,

3.4.4. Jleuenue nmanueHToB ¢ A/IIIK B couerannu ¢ HKM

B CONOCTABJICHMH C TPYNIOii CpPAaBHEHHA

3.4.4.1. Meouxkamenmosnasa mepanus

B oTHOmIEHMM aHTHApPUTMHUYECKOM Tepanuu »>Ta kiaumHHuYeckas ¢opma AJIDK, mo
cpaBHennto ¢ AJITDK c mporpeccupyromeii XCH, Obuta Becbma pa3zHooOpasHa (pucyHok 30).
[Tpeobnananu npenapatsl III kiacca (mo 87,5% mnauueHToB B 00eMx rpylmnax): aMHOJApOH U
cotasion nony4dann 75% u 62,5% B ocHoBHO# rpymnne u 50% wu 37,5% B rpynmne cpaBHEHWS,
cooTBeTcTBeHHO. OpHako Ha3zHadanuch Takke mpemnapatel IC kmacca (37,5% B rpymme c
AJIDK+HKM u 25% B rpynne cpaBHenus). [lanuents! ¢ coueranuem AJIIDK u HKM nonyuanu
ammaruaue  (37,5%), mpomadeHoH u dtaum3uH (o 25%). B rpymnme cpaBHEHHST 4YETBEPTh
NalMEeHTOB MPUHUMAIHM 3Tauu3uH U 12,5% — amnanuHuH. B-O610KaTophl ObUTM Ha3HA4YeHBI 62,5%

NalMEeHTOB B OCHOBHOM rpynme u 87,5% B rpyImrne cpaBHEHUS.
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OcHoBHadA rpynna MpynnacpaeHeHuWd

Anvonapor | T 75,0% — 50,02
Cotanon 1 162,5% O 37,5%
AnnanuHuWH _+'3?.5% = 12,5%
ITaumamH __25r0% 5 0%
MponadeHon | — 75,0% 10,0%
Beta-6noxatops I ), 5% S ¢ 52

ll-knace N 27,50 (N =/, 5
IC-wnace |G 37,5% L25,0%

- 1 1 1 1 I 1

0,0% 20,0% 40,0% 60,0% 80,0% 100,0% 0,0% 20,0% 40,0% 60,0% 80,0% 100,0%

Pucynok 30. CTpykTypa aHTHAPHTMH4YECKOH Tepanuu

y nanueHToB ¢ coueranuem A/IIIZK u HKM u B cooTBeTCTBYIOIIIEiH NMOArpYyIIie CPABHEHUSA

B cocraBe xommiekcHoi cxembl eueHuss XCH nomumo B-6iokaropoB 50% mnaiueHToB c
AIIDK+HKM u 37,5% B rpynne cpaBHeHus mnonydaian uHruoutopsl AIID. duypernueckas
Tepamnus npenacraBieHa pypocemunom y 37,5% u 25%, topacemunom y 37,5% u 25% B OCHOBHOM
IpyIIeE U B IPYIIE CPaBHEHUS, COOTBETCTBEHHO, CHMPOHOJIAKTOH I0JIy4asia IOJ0BHHA MAIUEHTOB B

o0enx rpyrmax.

3.4.4.2. Humepeenyuonnoe neuenue

PYA B 0CHOBHOI IpyTiIe BHIMOIHSIACH JIUIIG | MalMEHTKE ¢ CAPKOMEPHOM KapAMOMUOTIATHEN
(myTarmu B renax MYH7 u MYBPC3) ¢ pe3uCTEeHTHBIMHU K METUKAMEHTO3HOW Tepanyy HapyIeHUSIMU
pUTMa, O KOTOpOH TOBOPWJIOCH BhIimie. O0€ TMOMBITKM OKazamuch HedPheKTHUBHBI. B rpymme ¢
u3onupoBanHbiM HKM PYA no nmoBoay wacroii XKD Obuta BhINOJIHEHA | MAalMEHTY C XOPOIIMM
s dexTom.

UK/ wvmmnantupoBad 4 (50%) OONBHBIM B OCHOBHOM TpymIme, W y BCEX ITHX OOJIBHBIX
3aperucTpUpoOBaHbl aieKkBaTHbIe cpabaTbiBaHus. B rpynne cpaBuenus MK/ 611 nMiantupoBas 3
(37,5%) maumeHTaM U ajeKkBaTHOE cpabaTbiBaHUE 3aQUKCUPOBAHO JHIIb Yy ofHOro. I[IpormeHt
umiutantaiun UK/ u agexBaTtHeix 1mokoB y OombHBIX ¢ AJIIDK+HKM Haubonee BBICOK
(pucynok 31), 4YTO TakXke MOJATBEPXkJAaeT Halle MHEHHE, YTO COYEeTaHHe JTHX JBYX
KapIMOMHUOTIATUH BeAeT K Ooiee TSHKENBIM M arpecCMBHBIM HApYIICHUSM pPHUTMa, 4YeM MpH
uzomupoBaHHbiXx AJIIDK nnm HKM. JlocTtoBepHbix paznuumii mo yactote cpabarbiBanus MK/ B
OCHOBHOMH T'pYIIIE U B IPYyIIE CPABHEHUS HE MOJYUYEHO, YTO MOKET ObITh 00YCIOBIEHO HEOOJIBIINM

YUCIIOM HAOIIOIECHUMA.
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Pucynok 31. YacToTa uMIUVIAHTAIMY U aJeKBaTHBIX cpadaTbiBannii UK/{

NPH pa3InYHbIX KIHHNYeckuX popmax AIIK

3.4.5. Jleuenne nauueHToB ¢ AJ/III7K B nesiom B conocraB/ieHNHU ¢ TPYNINOH CpaBHEHUS

B »toM maparpade OyayT TmpencTaBieHBl JaHHbIE IO MEIWKAMEHTO3HOMY W
WHTCPBEHIIMOHHOMY JICUCHUIO Y TIAIMEHTOB B OCHOBHOM TPYIINIE U TPYIIIIE CPABHEHUS B IIEJIOM, 0e3

pazfenenus Ha KIMHUYecKue GOpMBbl.

3.4.5.1. Meouxkamenmosunasa mepanus

AHTHapUTMUYecKass Tepanus y TMAalUMeHTOB OCHOBHOW TPYIIBI M TPYyNIbl CPaBHEHUS
npeacrasnena npenaparamu 1C, II u III kmacca (pucynok 32). Ilpemapatsr IC knacca mosydano
OKOJIO TIOJIOBUHBI MAallMEHTOB B oOeux rpymnnax. Yame Bcero u3 antuaputmukos IC kmacca kak
natmentam ¢ AJIIDK, tak um B rpynme cpaBHeHHMs HaszHavaics stauu3uH (44,4% u 42,6%,
COOTBETCTBEHHO), Ha BTOPOM MecTe Obul ayutanuHuH (24,1% u 27,9%), Ha TpeThbeM — npomnadeHoH
(20,4% wu 11,5%). P-01oKaToOpbl JOCTOBEPHO dYalle IMOJIyYadd IMAlMEHTHI B TPYIIIE CPAaBHEHUS:
78,7% vs 50%, p = 0,002. Ilpenapats! 11l xmacca O6buM mpencTaBiIeHbBl aMHOJAPOHOM, KOTOPBIN
OpUHUMaIO OOJIbIIE MOJOBUHBI MAIIMEHTOB B OCHOBHOM rpynmne (57,4%) 1 npakTHYECKH MOJOBUHA
(49,2%) rpymnnsl cpaBHeHusi, u cotaionoMm (37% B ocHOBHOM rpymme u 26,2% — B rpynme
cpaBHeHus). [logoOHOE MHOTOOOpasue mpemapaToB B O0EHMX Tpynmax W CyMMapHBIA IPOIEHT,
3HauuTenbHO mpesblmaromuii 100%, neMOHCTPUPYIOT, YTO MpU MOAOOpE aHTUAPUTMUYECKOU
TepaIuu MpenapaTbl HEOJHOKPATHO 3aMEHSIIUCh U KOMOMHUPOBAJIUCH.

WNuruburoper AIl® nHasHauanuce kak ¢ nenpto jedeHuss XCH, Tak u B KadecTBe

aHTUrunepTeHsuBHol Ttepanuu. Mx nomywanu 37% nanuentoB ¢ AIAIDK u 45,9% B rpynme
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cpaBHeHHs (pucyHOK 33). Cpenu TUypeTHKOB IO 9acTOTe Mpeodiiafal CupoHONakToH (22,2% B
ocHOBHOI1 rpynmne u 37,7% B rpynne cpaBHenus, p = 0,06), pypocemua nomyuanu 11,1% u 23%, a
topacemup 9,3% u 9,8%, coorBercTBeHHO. KpoMe TOro, Kak yke oropapuBajioch B myHKkre 3.4.3.1,
nBa maruenta (3,7 %) c¢ AJIDK ¢ mporpeccupyromeit XCH B kadecTBe MOMOTHUTEIHHOM

MOYETOHHOM Teparuu MoTydyai areTa3oamMmul.

OcHOBHaA rpynna lpynna cpagHeHUA

AMHO,H,EDOH _57,4% _49!2%

Cotanon |S37,0% e 26,2%
AnnanuuuH | seeed24,1% 07,9%

Jraumsuy | S 1 4, 4% NN 1) 6%
MponadeHon SN0, 4% GEw11,5%

1 *
beta-6nokatopy: | TN 0,0% —— I /3, 7 %
ll-knacc | 7 (), 4% N ) 5%
IC-knacc |5 /50,0% A7 5%

T T T T T | I T T |

0.0% 20,0% 40,0% 60,0% B80,0% 100,0% 0,0% 20,0% 40,0% 60,0% 80,0% 100,0%

% — p<0.05

Pucynok 32. CTpykTypa aHTHAPUTMHUYECKOIl Tepanuu
y nanueHToB ¢ AJIIIK 1 B rpynmne cpaBHeHus

OCHOBHasA rpynna [pynna cpaBHeHWA
dypocemug -11,1% _23’0%
Topacemua | ==d9,3% Ld9,8%
CNUpOHONAKTOH S0 2% _37!7%
AueTasonamug | B3,7% 10,0%
MANG | S37,0% S
} *
AHTHHOBWJ'IFIHTbI —18,5% —34,4%
-+ T T T T 1 I T

0,0% 20,0% 40,0% 60,0% 80,0% 100,0% 0,0% 20,0% 40,0% 60,0% 80,0% 100,0%

* — p<0.05

Pucynok 33. CTpyKkTypa KapaAUOTPONMHOM, TUYPETHYECKOIl U AHTUKOATYJISTHTHON Tepanuun

y nauueHToB ¢ AJIIIZK 1 B rpynmne cpaBHeHus
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AHTHUKOAryJSIHTHAsT TEpamus B 0O0CHWX TPYIIAaX Ha3HAYajgach MAMEHTAM C MEpIATeIbHOM
aputMmuei B cootBeTcTBUU co mkano CHA,DS,-VASc. YacTtoTa MepuarenbHON apuTMUU, PABHO
KaKk ¥ MOTpeOHOCTh B AHTUKOATyJSHTaX, ObUIM JOCTOBEPHO BBINIE Y TMAlMEHTOB B TpYIINe
cpasaenus (34,4% vs 18,5%, p = 0,049), uro, o4eBUAHO, O0YCIOBICEHO TEM, YTO IPyIIa CPAaBHEHUS

Ha TpeTh ObLIa TpecTaBlIeHa nanueHTamMu ¢ cuaapomoM JIKMII paznuaHON 3THOTOTHH.

3.4.5.2. Humepeenyuonnoe neuenue

B ocnoBHoii rpynne PUA Obita Beimmonnena 14 (25,9%) namuentam, 4 u3 Hux (28,6%)
MPOIEAypa BBIMONHSIIACH TOBTOPHO B CBS3M C HEAP(PEKTUBHOCTHIO MM OBICTPHIM pEelUIuBOM. B
UTOT€ CTOWKHIA aHTHapUTMHUYEeCKHH 3 dekT Obi1 nocTurHyT y 9 u3 14 6onpHbIX (64,3%). B rpynme
cpaBHenust PYA Obuta BeinosnHeHa 12 (19,7%) maumenTtam, npu 3ToM y Beex HaOmonancs 100%
3¢dexT u MmoTpeOHOCTH B MOBTOPHBIX MpOlEAypax He BO3HUKIO. Y mamueHtoB ¢ AJIIDK
NOTPEOHOCTh B BBIMOJIHEHUH MOBTOpHOW PUA Opbuta wame 28,6% vs 0%, p = 0,067, a cymmapHas
spdexkruBaOocTE PYA — Hmke: 64,3% vs 100%, 9To, 1O BCEW BHIAMMOCTH, OOYCIIOBICHO
cyOsnuKapanaIbHON JOKalu3aleld SKTOMUYECKUX 04aroB y 3THX OOJIbHBIX.

UK]] 611 ummantupoBansl 13 (24,1%) mauuentam ¢ AJIITDK, anexBaTHbIe cpabaThIBaHUS
3aperucTpupoBansl y 9 (69,2%) u3 mux. B rpynne cpaBHenuss UKJ] 6pun umruiantupoBansl 11
(18%) OonbHBIM, a ajeKkBaTHBIC cpabarbiBaHusS ObUIM Jimmib y 1 manmenta (9%). IlpomeHT
anexBaTHbIX cpabareiBanuii K] Obut moctoBepHo Bbimie y mamnueHtoB ¢ AJAIDK 69,2% vs 9%,
p=0,017. HeanexBaTHBIX cpabaThIBAaHUI WM OCJIOXHEHUH, aCCOIMUPOBAHHBIX C DJIEKTPOJaMH, HE
OTMEUYEHO HU B OAHOW W3 rpymnm. bonee geramsHO Bompoc 06 ummmantupoBaHHbIXx WMKJI Oyaper

packpsbIT B maparpade, MOoCBSIEHHOM HCX0aM 3a00JIeBaHus U UX MpeaukTopam (3.6).

3.4.6. Jleuenue muokapautTa y nanuenton ¢ AJIIIK

B COINOCTABJICHUH C IPYNIIOH CPAaBHEHUS

3.4.6.1. Meouxamenmosnoe neuenue muoxapouma y nayuenmos ¢ AJIK

6 conocmaejieHuu ¢ zpynnoﬁ CpasHenusn

NmmyHnocynpeccuBnyto Tepanuto (MCT) B ocHoBHOM rpynme mnoaydanu 25 (65,8%)
NAlMeHTOB C MHOKapAUTOM, a B rpynme cpaBHeHust 41 (75,9%) mauueHT ¢ MHOKapIUTOM.
[TpotuBoBupycHyto tepanuto (IIBT) momyuyanu no 6 (75%) u3 8 BUpycC-MO3UTHBHBIX OOJIBHBIX B
obeux rpymmnax. Paccmorpum ctpykrypy UCT u [IBT. B cBsizu ¢ Tem, 4To y psiia HalueHTOB
npenapaTsl KOMOMHUPOBAIUCH MEXIY co00il, a Takke HeogHokpaTtHO MeHscs pexum WCT, no

AQHAJIOTUU C OIIEHKOM CTPYKTYphl aHTHAPUTMHUYECKONU Tepanuu Mbl OyZeM (pUKCHpOBaTh caM (hakT
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Ha3HaueHwus npenapatoB. s rirokokoptukocteponioB (I'KC) ykazana crapToBasi CyToyHas 103a
B IlepecueTe Ha METHJINPEAHU30JI0H, B JajbHEHIIeM MPOUCXOIUIO MOCTEIEHHOE CHIKEHUE 03Bl
JI0 TIO/I/IEP>KUBAIOIIIECH.

CrepBa pacemotpuMm cTpyktypy VUCT u TIBT otnenpHO B KaA0W U3 KIMHUYECKHX (opm B
COTOCTABJICHUH C COOTBETCTBYIOIICH TPYIION CpaBHEHUS, a 3aTE€M PACCMOTPUM BCIO KOTOPTY
LEIUKOM.

B rpynne ¢ namenmmnoit apummuueckon gpopmonr ICT nonyuanu 12 (60%) u3 20 nauneHToB
¢ muokapautoMm (12 — ruppokcuxmopoxun (I'X) B moze 200 mr/cyt., 1 — I'KC B moze 8 mr/cyr.).
B rpymne cpaBuenuss UCT nomyuanmu 19 (90,5%) u3 21 GompHOro ¢ muokapaurom (16 — I'X mo
200 mr/cyt., 6 — I'KC B cpenneit craproBoil noze 16 [7; 26] mr/cyt.). Bce Bupyc-nmosutuBHbIe
naruenTsl noaydanu B kauectBe [IBT ammknosup (4 mammenta ¢ AJAIDK u 1 — B rpynme cpaBHeHwUS).
[MotpebnocTs B HazHaueHnu [ KC Obuta Hmke y maruentoB ¢ AJITDK (5% vs 28,6%, p = 0,07).

Cpenu malnMEHTOB C MHUOKApIUTOM C pazeepuymoii apummuueckou ¢opmoun WCT
nonydamu 3 (75%) u3 4 namuentoB (3 — I'’X B mo3e 200 mr/cyt., 1 — TKC B mo3e 24 mr/cyr.).
B rpynne cpaBuenus WCT nonyuanu 4 (57,1%) nu3 7 6oabHbIX ¢ Muokapautom (4 — I'X mo
200 mr/cyrt., 2 — 'KC B cpenneit ctaptoBoii 103e 16 Mr/cyt.). OnuH BUPYC-TIO3UTUBHBIN MAIUCHT C
AJIIDK nonyyan B kauectse [IBT Basanukinosup.

B rpynne ¢ AIIK ¢ npozpeccupyrowen XCH VICT nomyyanu 3 (43%) u3 7 nmauueHToB C
muokapauToM (3 — I'X B moze 200 mr/cyT., 2 — 'KC: oqun 8, Bropoii — 32 mr/cyt.). [IBT amuknoBupom
nojiy4an | U3 ABYX BUPYC-TIO3UTUBHBIX OOJNIBHBIX B TOM KIMHHYECKOi (opme. B rpymme cpaBHeHHSs
NCT nomyuamu 13 (68%) n3 19 nmammenTtoB ¢ muokapauroM (6 — I'X mo 200 mr/cyt., 7 — I'KC B
cpenHelt crapToBoii 1o3e 24 [16; 40] mr/cyT. u 6 — azatnonpus 150 mr/cyt.). I[IBT B rpymnmne cpaBHeHus
noJTy4yasid 5 u3 7 BUPYC-TIO3UTUBHBIX MAIUEHTOB (5 — allUKIIOBHP, 2 — TAHIIMKIIOBHP).

B xnnnnyeckoit popme AAIIZK 6 couemanuu ¢ HKM VICT nonyyanu Bce 7 MalUEHTOB C
muokapautoM (4 — I'X B goze 200 mr/cyt., 3 — I'KC (onun 8, Bropoii — 16, Tpetuii — 32 Mr/cyT.) u
2 — azatuonpuH 150 mr/cyt.). EnuHcTBeHHBIN BUpyc-o3uTuBHBIA manueHT [IBT He momyvan, Tak
KaKk HaJMyue BUpyca B MHOKapne ObUIO YCTAaHOBJIEHO MOCMEpPTHO. B rpymme cpaBHeHus u3 7
6onbHBIX ¢ coueTanneM HKM u mmokapnura UCT momyuyamu 5 (4 — I'X B mo3e 200 mr/cyrt, 3 —
I'KC: nBoe 16, omun 32 mr/cyT.). Bupyc-nIO3UTUBHBIX OOJBHBIX B TPYIINIE CPAaBHEHHS HE OBLIO.

Hanee neuenue muokapouma y nauuenmoe c¢ A/JIDK conocmaeneno c zpynnoit
cpasnenuit ¢ yenom. UCT muokapauta monydanu 25 (66%) u3 38 ManmeHTOB € COYETAHHUEM
AIDK u muokapauta. B ee crpykrype mpeobnagan I'X, ero momywanu 22 mamueHTta B J03€
200 mr/cyt. Ha BTopom mecte crosuitn 'KC, ux momydasm 7 OGONBHBIX, CpEIHSS CYTOYHAs 1032

cocraBuia 16 [8; 26] mr. Ha TpeTbeM MecTe B OCHOBHOM I'pyIIE CTOSUT a3aTHOIPUH: €T0 MOJIydaso
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Bcero 2 manueHTa B go3e 150 mr/cyt. IIBT nonywanu 6 (75%) u3 8 BUpyC-IO3UTUBHBIX OOJIbHBIX
(5 — armuknoBup, | — Banauuknosup). B rpynne cpaBuenus UCT nomyuan 41 (76%) nauueHt u3 54
¢ muokapautoM. Ha mepBom mecte Taxke crosul ['X, xoropsii nomydanu 30 ugenosek. I'KC
nony4anu 18 mamuenToB, cpensis qo3a 16 [16; 32] mr/cyT. A3aTHOnpyH NpUHUMAIU 6 TTAlUEHTOB
u3 rpynnsl cpaBaeHus. [IBT momydamu 6 (75%) u3 8 BUPYC-TIOBUTHBHBIX OONBHBIX, KaK U B
OCHOBHOM Tpymme: 5 — anuKJIOBHp, 2 — TaHIUKIOBUD (pucyHOK 34). B OCHOBHOW rpyrie
oTMeUanach TeHACHIUs K MeHbIel norpednoctu B HazHayeHu ['KC (18,4% vs 33%, p =0,097) u
azatuonpuHa (5% vs 11%, p>0,05), uto MoOXeT ObITh OTpakeHHEM OoJjee JErKoro TEeYeHHUs
Muokapauta y mnamueHtoB ¢ AJIIDK B comocTaBieHMM ¢ TalUEHTaMH C HW30JUPOBAHHBIM
muokapautom. [lammentsl ¢ couerannem AJIIDK m mMuokapauta IOCTOBEPHO HE OTJIMYAIUCH OT

TpynIibl CpaBHCHHA HU IO YaCTOTC HA3HAYCHU IMPENapaToB, HU IO UX J103aM.

MauymeHTel c AOMK lpynna cpaBHeHMA
] 5£; 0% 5-5 2%
[KC | OEEEEN18 4% ’ O 33,0%
A3aTHONPUH 5,0% . 11,1%
MBT Lol 16,0% e 11,1%

T T T T T 1 F T 1

0,0% 20,0% 40,0% 60,0% 80,0% 100,0% 0,0% 20,0% 40,0% 60,0% 80,0% 100,0%

Pucynok 34. JleueHne MHOKAPIANTA Y MANMEHTOB C JIATEHTHOH apuTtMuueckoii popmoii AIIIK
B CONMOCTABJICHHH C TPYNNON CPABHEHUSI
(Bce MpPOLEHTHBIE COOTHOLIEHUS MO NMpPenapaTaM pPacCYMTAHBI HA KOJMYECTBO MANNEHTOB

¢ MMOKAPAWTOM B JaHHOI rpymie)

3.4.6.2. lunamuxka mumpoe anmuxapouanvhvlx Am
Ha (hone neuenun muokapouma y nayuenmos ¢ AJIDK

6 conocmaejieHUuu ¢ zpynnoﬁ CpaéHenuAn

Tutpel aHTUKapaAUANBHBIX AT B JTUHAMHKE OBLIU OIIEHEHHI y 13 ManueHToB ¢ MHOKApIUTOM
B OCHOBHOM IpyIine Uy 18 manueHToB ¢ MUOKApIUTOM B TPYIIIE€ CPAaBHEHUS.

Cpenn mamumentoB ¢ coderanuem AJIIDK u mumokapaura na ¢done MCT mumokapauta
OTMEYEHO J0cTOBepHOE cHIKeHne TUTPoB ATD (¢ 1:160 [1:80; 1:160—1:320] mo 1:80 [1:40; 1:80],
p=0,05) u ATBIIC (c 1:160 [1:80-1:160; 1:320] no 1:80 [1:80; 1:80-1:160], p = 0,018), a Takxke
tenaeHnus kK cHwkeHuto AH® (¢ 0 [0; 1:80-1:160] go 0 [0; 1:40-1:80], p = 0,07) u ATKMI] (1:80
[1:40-1:80; 1:80-1:160] mo 1:80 [1:40; 1:80], p =0,08). Turpsr ATIMK nocroBepHo He

U3MEHUIUCH (PUCYHOK 35).
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Pucynok 35. TuTpbl aHTUKAPAUAJIBHBIX AHTUTE Y nanueHToB ¢ AJIIIK
€ COMYTCTBYIOIIMM MUOKAPAUTOM UCXOHO U B JUHAMHUKE (0 — BLIOPOCHI,

npesbimaomue 1,5-3 1JuHbI «IIUKa»; * — BBIOPOCHI, NPeBbIIAI0IINE 3 JJINHBI «AIIMKA»)

[Ipu oueHke AMHAMUKHA AaHTHUKapIUAIBHBIX AT y TMalMEHTOB C MHUOKapIUTOM B TpyIIe
CpaBHEHUS JOCTOBEPHBIX PA3NUYMi HE IMOJYYEHO, YTO MOIJIO OBITh OOYCIOBIEHO OTHOCUTEIHHO
HEOONIBIIIMM KOJIMYECTBOM HAOIOJCHUN, OJHAKO OTMEUYaeTcs TEeHISHIHsS K cHibkeHuto AH®O
(c 1:40 [0; 1:160] mo 0-1:40 [0; 1:80], p=0,25), ATO (c 1:160 [1:80; 1:320] nmo 1:80-1:160
[1:80; 1:160], p = 0,15) u ATKMII (c 1:80 [1:40; 1:160] go 1:80 [1:40; 1:80], p = 0,2) (pucyHok 36).

. . W AHO
1:320 Har3
O Arkmu
W ATMIK
1:160 - Oarsnc
1:30 7
1:40°
0 b -]

Pucynok 36. TUTpbI aHTUKAPAUAJIBbHBIX AHTUTEJI
Yy IaUMEHTOB I'PYNNbl CPABHEHHUS ¢ MUOKAPIMTOM MCXOJAHO U B THHAMUKE

(0 — BBIOpOCHI, peBblIaOmIue 1,5-3 1IUHBI «SIIIUKAY)

3.4.6.3. /lunamuka cmpykmypHo-@yHKUuOHANbHBIX NOKA3ameJieil
y nayuenmoeg c couemanuem A/JIIK u muokapouma

6 conocmaenenuu ¢ 6oavhuvimu ¢ uzonuposannoi AJIK

OTnenbHBI MHTEpEC MNpeacTaBisAl0T paszauuus nanueHtoB ¢ AJIIDK B coweranum c
MHOKapAUTOM M 0e3 MHOKapJuTa Mo OoO0muM pe3yibTaram JjeudeHus. Mcxomno »tu OonbHBIE
JIOCTOBEPHO HE OTIMYAIMCh HHU TIO0 BBIPAXKEHHOCTH JKEIyTOYKOBBIX HApYIICHWH pUTMa, HU TIO

OxoKI'-mapamerpam.
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Cytounoe monuropupoBanue IKI' no Xonrepy B 1nHaMuKe ObLIO BBIMOIHEHO 25 (65,8%)
nanpeHTaMm ¢ coderanreM AJIIDK m mumokapaurta (CpeaHHil CpOK MEXIy MEPBBIM U IMOCIIECIHUM
uccinenoanuem 23,5 [12; 59] mec.) u 8 (50%) mammentam ¢ AJIIDK 6e3 muokapaurta (cpeaHuit
CPOK MEXIy NEPBBIM U nocieaHum uccieaoanuem 41 [12; 106] mec.). JJocToBepHbIX pa3nnyuuii
MEXIy STHMH TPyNIIaMHd TAIMEeHTOB HE OTMEYEeHO HHM 1o KoimuecTBy JKIC, HHM mo dYacrore
peructpanuu yctoiunBoil u HeycronuuBon XKT.

OxoKI' B nuHamuke ObL10 BhIMOJaHEHO 20 (52,6%) mamuentam ¢ coueranuem AJIIDK u
MHOKapanuTa (CpeIHU CPOK MEeXIy MEpBBIM U MOCIECAHUM uccienoBanueM 26 [12; 59] mec.) u 8
(50%) nmamumentam c¢ AJIDK 6e3 muokapaura (CpeiHUN CpPOK MEXAY MEPBBIM U IOCIETHUM
uccaenoBanuem 37,5 [15; 109] wmec.). Ilpu cpaBHenun mnokaszateneit OxoKIT B auHamuke
oOHapy’keHbl OJM3KHE K JIOCTOBEpHBIM pasznuuus no Tpém DxoKI'-mapamerpam (tabmuna 33): y
nanueHToB ¢ coderanueM AJIIDK u muokapaura 6bu1 Heckonbko Oombime KIP JDK (5,4+0,9 vs
4,8+0,4, p = 0,087), 6onee Bbicokoe CJIA (32,0+£11,6 vs 22,8484, p = 0,067) u TeHaeHIUA K
yBenudeHuto cootHomenus KJIP JOK /T13P ITXK (2,2+0,5 vs 1,7+0,67, p = 0,088) 3a cuet JDK. I1pu
9TOM TIpU CPAaBHEHUU MEXKAY COOOM MCXOOHBIX IapaMeTpoB W TMOKa3aTelneil B JUHAMUKE
noctoBepHbix paznuunii o KJP JDK, CHJIA unu cootnHomenuto JOK u IDK He ormedeHo HU y
MAIMEHTOB C MHOKaPIUTOM, HU CPEIH MAIlMeHTOB Oe3 HEero.

Tabéauua 33

OT1aenbnbie nokaszarean Ixo-KI' (ucxoano u B fuHamuke) y nanuenTon ¢ AJIITIK,

B 3AaBUCUMOCTHU OT HAJIMYHUA UJIN OTCYTCTBUA CONMYTCTBYKOIIECIro MUOKaApAUTA

Ipusznak Ectb Muokapaur Hert muoxapaura P
KIP JDK ucxonno, cMm 5,3+0,8 5,0+0,6 0,26
KP JIX B nuHaMuKke, cM 5,4+0,9 4,8+0,4 0,087
CJJIA ncxomaHO, MM PT.CT. 28,1+11,9 22,8+2.5 0,63
CIJIA B nuHaMHKe, MM PT.CT. 32,0+11,6 22,8+8,4 0,067
Cootromenune KJIP JIXK /TI3P ITK ucxomuo 2,0+£0,6 2,24+0,7 0,23
Cootromenue KJIP JDK /T13P I1)K B munamuke 2,2+0,5 1,7+0,7 0,088

Taxkum oOpaszoMm, 3a cuer JyeueHus comyrtcTBytomero AJIIDK mMuokapauTa mamueHTH ¢

AI[H)K B COYCTAHUU C MUOKAPANUTOM IIPAKTHYCCKHU HE OTIIMIAINCH OT TAKOBBIX oe3 MHOKapAuTa.

3.4.6.4. Ippexmuenocmov UCT npu neuenuu conymcmaeyrouieco Muokapouma

y nayuenmoes c AJIIK

st monrBepxacHus dpdexktuBHocTH UCT mpu nedeHnn comyTCTBYIOIIETO MUOKapAUTa Y
naueHToB ¢ AJIIDK MbI cpaBHUIN Mex Ty coboit nmarueHToB ¢ couetanuem AJIIDK u muokapaura,
KOTOpBIC TMOJIyYalld M HE Moiydand (MO pa3iuyHBIM OOCTOSTENhCTBAM, B TOM YHCJIE B CBSI3H

HCXKCIIaHUEM ITallMCHTAa, OTHOCHUTCIILHO HEBBLICOKOM aKTUBHOCTBIO MHOKapJuTa IIpu CTaOMIILHOM
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teuenun AJIIDK, nanmunem npotuBonokaszanuii) UCT. 13 38 nmamumenTtoB ¢ coueranuem AJIITK u
muokapauta UCT nonyyanu 25 yenosek (65,8%).

CnepBa MBI MpOAHATU3UPOBAIM, MO KAKUM HCXOJHBIM IapaMeTpaM pa3inyajinch 3TU
MAIUEeHTHI, a 3aTeM OICHIJIM KOHEYHBIE TOUYKHA U TUHAMUKY TUTPOB aHTUKAPAUATBHBIX AT, TaHHBIX
xontepoBckoro Mmouuropuposanust DKI' u OxoKT'.

[Tammentsl, momyuaBmme VMCT, Obimu OoJiee THKETBIMH 1O PSIY HMCXOJHBIX TMapaMeTpOB
(Tabmuua 34): uX OTIMYAIM JTOCTOBEPHO OOJIbINAsl JaBHOCTh 3aboneBanus, 6omibinue pasmepsl [DK
u o0pem JIK mo ganneiM MPT, a Takke Oonee mmpokuii komrieke QRS.

Tabauna 34

Hcxonnbie mapaMeTpbl 1 KOHeYHbIe TOYKH y ManueHTOB ¢ coyeTanneM A/III’K u Mmuokapaura,

noJjiyyaBmux u He moaydasmux UCT

IIpusznak | HUCT+ ‘ HUCT- ‘ D
Hcxoouvie napamempul
JlaBHOCTH 3a00JICBaHMUSI, HEJI. 180,0 [50,0; 355,0]|37,5[16,0; 123,8]| 0,02
ATKMI] 1:80 [1:80; 1:80] | 1:40[1:40; 1:80] |0,028
AnrTtuctpentonm3na-O (ME/ M) 01[0;47] 96 [0; 532] 0,047
HXXOC 3a cyr. (wr.) 14,0 [1,8; 25,3] 01[0; 3] 0,005
[Mupuna xomruiexca QRS, mMc 106,8+21,8 89,2+12.4 0,005
KCP ITX (MPT), cm 3,2 [2,7; 3,6] 2,412,1;3,2] 10,039
KJ10 JOK (MPT), mn 181,5+50 127,9+37,7 0,005
Koneunvie mouxu
CwmepTts, % 4,0 30,8 0,03
Mmnnantanus UK/, % 16,0 23,0 04
AnexBatHble cpabateBanns UK/, wacts ot 601pHBIX ¢ MK]] 4/4 1/3 0,14
ITorpebHocts B PUA, % 32,0 23,0 0,5
OddextuBHOCTE PUA, % 37,5 100 0,12

[Tpumeganne. UCT+ — manuentsl, momydasiue MCT; NCT- — manuenTsl, He mosrydasmme UCT.

[Ipn anaim3e KOHEUHBIX TOUYeK (Tabmmma 34) oOpamiaeT Ha ceOsS BHUMAHHE JOCTOBEPHO
Oosee HU3Kas 00IIas CMEPTHOCTh Cpelr MalMeHTOB ¢ Muokapautom, nomyudaBmux UCT (4,0% vs
30,8%, p =0,03): y 6onbhbix B rpymnne ¢ UCT — oaHa apuTMuyecKkass CMEpTh y MalUEHTa C
tepmuHasibHOo XCH Ha ¢one coueranuss AAIDK u HKM, B rpynne 6e3 UCT — 2 cmeptu ot
tepmuHabHO XCH, 1 — wmHCymsT, 1 — oHKONOrmueckoe 3aboineBanue. [lo morpeOHOCTH B
umriantanun - UKJ[, wacTtore ero amekBaTHBIX cpalaThlBaHWK, a TakKe IO TOTPEOHOCTH
npoBeneHuss PUA u ee »5(QexkTUBHOCTH [TOCTOBEPHBIX OTIUYMA MEXIy MNaIlMeHTaMH,
noiy4aBmumMu U He nonyyasimmmMu VICT, He BBIsSBIIEHO.

AnTHKapauanbHbple AT B JUHAMUKE ObUTH oleHeHbl y 13 (52%) mamueHToB, MoydaBIINX

UCT, uy 5 (38,5%) — 6e3 UCT, cpoku Mex1y MepBbIM U MOCIEIHUM aHATU3aMU B 3TUX Ipynmax




cocraBunm 25 [12; 53] u 36 [19,5; 59,5] mec., coorBercTBeHHO. [Ipu OllCHKE AMHAMUKHA B
CBSA3aHHBIX BBIOOPKAX YKa3aHHbIE HCXOIHBbIE 3HAUEHHUs MPEACTaBISAIOT COOON yCpeaHEHHbIE
MOKa3aTeMN W TPOLEHTHI, PACCYMTAHHBIE TOJBKO IJIA TEX MAIUEHTOB, KOTOPHIM OBLJIO MOBTOPHO
BBITIOJTHEHO JaHHOE HcclenoBaHue. J(nHamuka TUTpoB aHtuTen y mnarueHtoB ¢ MCT u 6e3
npeacrasieHa Ha pucynke 37. Ha ¢pone UCT oTmeuanoch TOCTOBEPHOE CHUKEHUE TUTPOB ATD U
ATBIIC, a Taxxke tennennus k cHmxkeHuto AH® n ATKMI] (nnHamuika aHTHUKapAHAIbHBIX AT y
nanuenToB ¢ AJIIDK Ha ¢pone UCT nonpoGHee onucana Bolie, B naparpage 3.4.6.2). B rpynne 6e3
HUCT Hu no ogHOMy M3 IOKa3aTesled HE OTMEUEHO JOCTOBEPHOM IIOJOKUTEIBHON JMHAMUKH,
OTMEYAJIUCh JIUIIb TeHAEHIMA K cHkeHnuto ATD (¢ 1:80 [1:40-1:80; 1:80-1:160] mo 1:40 [1:40;
1:80], p = 0,08) u, manpotus, k yBenuueHuto ATKMI] (c 1:40 [1:40; 1:80] mo 1:80 [1:40-1:80;
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1:80-1:160], p = 0,08).

MauneHTsl ¢ coveTanmem AOMK n mwokapauTa, nonyyaswwe UCT

1:320

1:160

1:80

1:40

*
w

*

h;: N

1

p=0.05 p=0.018

MauneHTbl ¢ codeTannem AQMK n mruokapawuTa, He nony4aswne UCT

1:320

1:160 1

1:80

1:40

y nanueHToB ¢ coueTanneM AJIIIK u Muokapaurta, mojaydyaBmux u He nojgydapmux UCT
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Pucynok 37. lnuHaMHKa THTPOB AHTHKAPAHUAJBHBIX AT

(o — BbIOpOCHI, MpeBbIlIaOUIue 1,5-3 JIUHBI «SIIIUKAY;

* — BLIOPOCHI, MPEBBIIAIOIIHE 3 TUIUHBI «SIIHKA)
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Pesynprarel cyrounHoro monutopupoBanus OKI' mo Xonrepy m OxoKI'-napamerpsl y
nanreHToB ¢ codetanuem AJIIDK u Muokapauta, nonydaBmux u He noaydaBmux WCT,
Mpe/ICTaBICHbI B Ta0muIe 35.

Taoauma 35

JAunamuka napamerpoB cyTouHOro MmoHutopupoBanus IKI' no Xoserpy u IxoKI'

y nanueHToB ¢ couetanuem AJIII’K u muokapaura, noayyaBmmux 4 He noaydyasmmux UCT

HNCT+ HUCT-
IToka3arean
HMCXO/HO INHAMHKA P HCXOIHO JUHAMHKA P
KOC B cyTKH,
11,7 [2,6; 37] 0,8 [0,014; 4,5] 1< 0,001 20,0 [19,8; 66,0] | 3,0 [0,002; 24,0] | 0,07
TEIC.
HeycroituuBas
57,9 26,3 0,034 80,0 20,0 0,08
KT, %
Vcrovunas XT,
31,6 0 0,014 0 0 -
%
KIP JIK, cm 5,5+0,6 5,5+0,5 0,75 5,1+1,1 5,3+1,4 0,6
K0 JIK, mn 132,6+£31,6 139,5+45,1 0,48 108,7+47,6 126+79,0 0,35
®B JIXK, % 52,1+14,8 52,4+13,5 0,58 64,3+8.8 57,249,4 0,058
TI3P ITK, cMm 3,1+1,1 3+0,9 0,96 2,4+0,8 2,1+0,9 0,14
JIIT, ma 69,0 [52,0; 99,3] |68,5[57,3; 92,3]| 0,72 | 51,0[28,8;98,5] |60,0 [34,5; 125,5]| 0,41
TIIT, Mo 53,0[39,0; 110,5]| 61 [42,5; 131,8] | 0,39 |42,0[25,3;102,3]| 54,0 [32,0; 92,0] | 1,0
KJP JIK/
2,0+0,8 2,0+0,5 0,66 2,2+0,4 2,6+0,4 0,028
T1I3P IDDK

X0JITepOBCKOE MOHUTOPUPOBAHHE B JUHAMHKE ObLIO BbIMOJIHEHO 19 (76%) mamueHTam,
kotopbie momywyamu WUCT u 5 (38,5%) — 0e3 UCT, cpoku Mexnay HEepBBIM M IMOCIECAHUM
ucciaeoBaHMEM B 3TUX rpymmax coctaBunu 16,0 [10,3; 58,01 u 36,0 [16,5; 63,0] wmec.,
cooTBeTCTBeHHO. B rpymnmne mamuenToB ¢ coueranuem AJITDK u muokapauta, momydasmmx UCT,
OTMEYEHA JOCTOBEpHAs MOJOKHUTENbHAS JUHAMUKA IO BCEM IapamMeTpaM: 3HAYUTEIbHO CHU3UIOCH
kommuectBO JKOC, ycroituuBas JXT mnomHOCThIO TOAaBleHAa y BceX OONBHBIX, a YacToTa
peructpanuu HeycrounBoi JKT cHu3mimach Gojee yem B JABa pasa. B rpymme, He momydaBiiei
NCT, nocroBepHbIX pa3zauuuil MO 3TUM IIOKA3aTeasiM HE MOJY4YeHO: HE y BCEX IMAalMEHTOB ObLI
JOCTUTHYT MOJHBIA aHTHAPUTMHUYECKUN 3PQeKT, 0AHAKO, B LIEJIOM, Ha (HOHE aHTHAPUTMUUYECKOU
Tepanuu OblIa TEHACHIMS K CHKeHHto KonudectBa JKOC ¥ 4acTOThI BO3HMKHOBEHHS
HeycroitunBoi JKT, ycroitunBoii XXT y 3TUX manMeHToOB HE pErUCTPUPOBAIOCH U3HAYAIIBHO.

OxoKI' B nuHamuke Obuia BbIMoiHeHa 14 (56%) manmenrtam, nomydasmum MCT, u 6
(46,1%) — 06e3 UCT, BpemMeHHble HMHTEpBAJbl MEXIY MEPBBIM M MOCIETHUM HCCIEIOBAHUEM
cocrasuin 20,5 [11,5; 57,01 u 34,5 [17.8; 60,0] mec., coorBercTBeHHO. Cpeau NalMeHTOB,
nonyyaBmux MCT, nocroBepHOW AuHAMHMKHM 1o pazMepam kamep U @B JDK ne momyweno. YV

nanueHToB, koropble He nonydanu UCT, otmeuena tenaennus k camwkenuto OB JDK (64,3+8,8 vs
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57,249,4, p =0,058), a Takke gocroBepHoe yBenmueHue cootHomeHus KJIP JDK/ TI3P ITK
(2,2+0,4 vs 2,6£0,4, p = 0,028) 3a cuetr JIK. 1o Bceit BUAUMOCTH, MPUUNHON YXYIIICHUS ITHUX
nokaszaTeneil OblJ1 IMEHHO HeJICeYeHbI MUOKAPINT.

[ToMHMO OLIEHKH 3HAYUMOCTU M3MEHEeHHH B nuHamuke BHyTpu rpynn ¢ UCT u 6e3 Hee, Mbl
CpPaBHWJIM TIOKa3aTEJM TOBTOPHBIX MCCJICIOBAHUM HEMOCPEICTBEHHO MEXIy OSTUMU JBYMsI
rpynmnamu 6onpHBIX. Tak, B rpynmne, noiaydasmiei MCT, Obi1 qocTOBEpHO OOJIee HU3KUN YPOBEHB
At KMII B (1:80 [1:40; 1:80] vs 1:80 [1:40-1:80; 1:80-1:160], p = 0,07) Ha doune neuenus. [Ipu
noBTopHbIX DXx0KI™ I13P IDK 6pu1 Gonbiie B rpymme, momydasmeid MCT: 3,0+0,9 vs 2,1+0,9,
p = 0,017, aro 00yCIOBIIEHO T€M, YTO OH M UCXOHO ObLT Oobine. Eme onua OxoKI -mapamerp, mo
KOTOpOMYy paznudaiuch 3Tu rpynnsl — cooTtHomenue KJIP JDK/II3P IDK, xotopoe ObLI0O
JIOCTOBEPHO BbIIIE Y ManueHToB, He noiaydaBmux UCT: 2,6+0,4 vs 2,0+0,5, p = 0,028, 4uto cBsi3aHO
C YBEJIMYCHUEM JIEBBIX OTAEJIOB y naruenToB ¢ coyeranuem AJIIDK u muokapauta 6e3 UCT.

[IpencraBneHHble pe3ysIbTAaThl HATISIHO JEMOHCTPUPYIOT IIEJIECOOO0PA3HOCTh HA3HAYCHHS

NCT naunentam ¢ AJIIDK B couerannu ¢ MUOKapAUTOM.

% %k %

B stom maparpade ObUIM MpoaHATM3UPOBAHBI PE3YIBTAThl MEANKAMEHTO3HOTO, B TOM YHCIIE
MPOTUBOBOCTIATIUTENIFHOTO, ¥ MHTEPBEHIIMOHHOTO JeueHus: narmeHToB ¢ AJIIDK B comocraBnenuu ¢
rpynmnoii cpaBHeHus. [Ipu wHIMBHIAYyanbHOM TOM0Ope JiedueHus HawOosee >PPEKTUBHHIMH B
OTHOIICHUH >KEITYyJO0YKOBBIX HAPYIICHUA pPUTMA AHTUAPUTMHUKAMH, KOTOPBIMH OBLIO IMPOIOJIKEHO
JIeYCHUE, OKAa3aJIMCh aMUOJapoH (MpH BceX KIMHUYECKHX ¢opmax), STaru3uH (MpH JATEeHTHOM
aputMuyeckoil popme) u coranon (mpu ALK ¢ nporpeccupyromeit XCH nnn HKM). Beimonnenue
PYA B ortHomrennn uacroir XKOC wnambonee s¢dextrBHO (> 70%) mpH JATCHTHON apUTMUYECKOM
dopme, HeckonbKO MeHbIIHH pdexT (60%) HaOmonaNCcs MpHU pa3BepHyTOH apUTMUUYEcKon Gopme B
otHomieHnn JKOC wu ycroituusoit XT, nmpu AJIDK c nporpeccupyromeit XCH wmu ¢ HKM
npoBeneare PYA nenenecooOpasHo. Y 6ompHbIX ¢ AJ[IDK oTMedeHa mocTOBEpHO OOJBINAs 4acTOTa
onpaBaanHbix cpabarbiBanuii K]l B cpaBHeHnn ¢ OompHbIMU ¢ JKT/JIKMII B Tpymme cpaBHEHUS
(69,2% vs 9%, p = 0,017).

Mexny mnanumentamu ¢ AJIIDK ¢ muokapautom u 06e3 Hero, Ha TeEpBBIM B3I,
CYIIECTBEHHBIX PA3IMYUI HE OTMEYAIOCH HU TI0 UCXOJHBIM IMapaMeTpaM, HU 10 TUHAMUKE, OJTHAKO
3TO JOCTUTAJIOCh MMEHHO 3a CUeT JIEUEHHUs COMYTCTBYOIlero muokapaurta. [Ipum cpaBHeHuun
MAlMeHTOB ¢ MUOKapAuToM, nonydaBmux u He nonydaBmux WCT, B rpymme 6e3 MCT Obputa
nocToBepHO Bbimie obmas cMeptHocth (30,8% vs 4,0%, p=0,03) u oTrmedanuch Xyaume
pe3ynbTathl Kak B OTHOIICHHH dS(QexTa aHTHAPUTMUYECKOW Tepamuu, TaKk W B BUJE

nporpeccupytomero camxenuss OB JDK (64,3+£8,8 vs 57,2494, p = 0,058). Ilpu stom crnemnyer
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OTMETUTh, YTO MalMeHTbl B rpymmne, noiyyasmed WMCT, ObliM HECKOIBKO TSXKesee MO Py
UCXOJHBIX MapaMeTpoB. TakuM o00pa3oM, aKTUBHOE BBIABICHHE U JICYEHUE COIyTCTBYIOIIETO

MuokapauTa y nauueHtoB ¢ AJIIDK sBisroTCS 0ueHb BaXXKHOU 3a/1aUeH.

3.5. Pe3yabTaThl AMHAMMYECKOT0 HAOIIOIEHHUS 32 MAIIMEHTAMHU

B xome auHaMHu4YecKoro HaOMIOACHUS 3a NAlMCHTAMU HaMU OIcHHBAINCh noka3arenu JKI,
cyrouHoro MmouutopupoBanusi OKI' mo Xonrepy (BbimodHsusioch Ha (oHe moa00paHHON
UHIMBUAYAIbHO MaKCUMalbHO 3()()EKTHBHOW aHTHAPUTMUYECKONH Tepanmuu Kak B OCHOBHOMU
rpynne, Tak U B rpymnmne cpaBHeHus), IXoKI', a Takxe ypoBeHb aHTHKapaualbHbIX AT. B ciyuae,
ecnu manueHT anurenbHo HaOmogancs B @TK m eMy HEOJHOKpaTHO BBHIMONHSAJIMCH JAaHHBIE
UCCIIIOBAaHMsI, Mbl Opanu camble TMOCIEAHME 3HAYeHMs, TaK Kak HaumOONbIIMM HHTEpec
IpEeJCTaBIIslIa OLEHKA INHAMUKHN COCTOSIHHSI OOJIBHBIX 32 MAKCUMAJILHO IPOIOJIKUTENbHBIN IEPUO
BPEMEHU B CHJIy MPOrPECCUPYIOIIEro xapakrepa 3aboneBanus. Cieqyer oroBOpuTh TOT (PaKT, YTO
UCXOJIHBIC 3HAYCHUS, yKa3aHHBIE B ATOM pasfene u B maparpadax 3.4.2-3.4.4, mpencTaBisioT
co00il ycpeqHEHHbIE IOKa3aTeld M MPOLEHTHI, PACCUUTAHHBIE TOJBKO JUIsI TEX MAIUEHTOB,

KOTOPbIM OBLIO BBLIIIOJIHEHO JaHHOC UCCIICAOBAaHUC B TMHAMHKC.

3.5.1. Cyrounoe monuropuposanmne IKI' mo Xouarepy

3.5.1.1. Ocnoenasn cpynna: nayuenmaut ¢ A/JIIZK

Cpenuuii cpok HaOIIOAEHUS 3a MAaLlMEHTaMU OCHOBHOW rpynmsl coctaBui 21 [6; 60] mec.
(pa3zmax ot 1 mec. mo 19 ner). Cyrounoe morutopupoBanue IKI' mo Xonrepy B 1uHaMHuKe OBLIO
nposeneHo 33 (61%) mauuentam (Tabauma 36). CpeqHuil BpeMEHHON POMEKYTOK MEXKIY MEPBHIM
¥ TIOCJICHUM HccieoBanneM coctaBui 28 [12; 60] mec. Ha ¢oHe nmpoBoaANMOro aHTHApUTMHYECKOTO
nedyeHus: (cM. paszen 3.4) oTMedaeTrcs JOCTOBEpHAsl TMOJOKWTEIbHAS JUHAMHUKA: 3HAYUTEIBHO
cokpatmiioch umciio XKIC (pucyHok 38), yacToTa BOZHMKHOBEHHS HeycTouuBon KT ymeHbIImIach
B TpH pa3a, Mapokcu3MoB ycToWunBoil KT mpu XONTEpOBCKOM MOHUTOPUPOBAHUU HE OBLIO

3apPErUCTPUPOBAHO HU Yy OJTHOTO MALMEHTA.

Taoauna 36

CTpyKTypa KeJyI04YKOBBIX HAPYIIEHH pUTMAa B THHAMEKe y manueHToB ¢ AJIITI/K

IHokazarean Hcxoano B nunamuke D
KOC 3a cyTku, ThIC. 15,3 [3,1; 30,9] 0,8 [0,024; 3,6] < 0,001
VcroiunBas KT, % 333 0 0,001
Heycroituusas XXT, % 60,6 21,2 0,002
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K3C ucxoaHo YK3C B AMHaMuKe

Pucynox 38. KosmmuectBo 7KIC y nanueHTOB B OCHOBHOI IrpyIniie HCX0XHO

U HA (l)OHe JE€YCHHUA B JTUHAMHUKE

Crnenyer OTAeNbHO MOJYEPKHYTh, UTO HU Yy OJHOTO MAlMEHTa C JATEHTHOM apUTMHUYECKOU
dbopMoii 3a Bech CpOK HaOMIOCHUS HE pa3BmiIoCh ycToiunBoil JKT. V Tex mammentoB ¢ AJIITK c
nporpeccupytomeir XCH u AIIDK B coueranun ¢ HKM, y KOTOpBIX WH3HAYaJIbHO HE
peructpupoBasiock ycronunpoit KT, Takke HE OTMEUYEHO €€ MOSIBJICHHUS.

Kpome Toro, B Hamieil Koropre €cTb, Kak MHHUMYM, JBa Cilyyas, KOrja y HalUEHTOK C
reHerudecku BepuduiposanueiM auarsozom AJIIDK (DSG2+DES u DSG2), na ¢one momHoH
OTMEHbl AaHTHMAPUTMHUYECKOW TEpamnuy >KEIyJOUYKOBbIE HAPYIIEHUS PUTMA HE PELUIUBUPYIOT Y

OJHOU Ha MPOTSKEHUHU 3 JIET, @ Y BTOPOU — HA MPOTSXKEHUH TOCIEAHUX S JIET.

3.5.1.2. I'pynna cpasnenusn

Cpenuuii cpok HaOmroneHUS 32 OOJIBHBIMH, BOLICAIIMMHU B Ipymiy cpaBHeHus, 13 [7,5; 28]
mec. (ot 1 mec. no 22 ner). Cyrounoe monuropupoanue OKI' nmo Xonrepy B AMHaAMUKE ObLIO
BbinoiHeHo 43 (70,5%) namuentam (tabmuua 37). CpeaHuil BpeMEHHON MPOMEXKYTOK MEXKIY
NEpBBIM M TIOCIHEAHMM HcclefoBanueM coctaBuin 12 [9;21] mec. Ha ¢done mnpoBoaumoit
aHTHApUTMUYECKON Tepamuu (cM. maparpad 3.4) y BceX NAaIMEHTOB B TPYIIE CpaBHEHHUS
OTMEUaeTCsl JOCTOBEpHAas IMOJOXKUTENIbHAs JWHAMUKA: 3HAYUTENIBHO Ccokpatwiock uucio KIC
(pucynok 39), yactora BO3HHMKHOBeHMsI HeyctoiumBoi KT ymenbmmmnace ¢ 63% po 7%,
napokcu3moB ycroitunBoi KT, koropas wumenach wucxomHo y 16%, mpu  XonTepoBCKOM

MOHUTOPHPOBAHUY HE OBLIO 3aPErCTPUPOBAHO HU Y OJJHOTO MALUEHTA.
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Taoauna 37
CTpyKTYpa jKeJIyA0YKOBbIX HAPYIIEHUH pUTMa B THHAMHUKE
Yy NAINMEeHTOB TPYNIIbI CPABHEHHUS
IHoka3zarean Hcxoano B nunamuke D
JKOC 3a cyTkw, THIC. 9,10,8; 16,3] 0,23 [0,006; 0,25] < 0,001
VcroiunBas KT, % 16,3 0 0,008
Heycroituusas XXT, % 62,8 7 <0,001

40 000 875
°

30 000

p<0.001

56

20 000

10 000

K3C ucxogHo YK3C B AMHaMuKe

Pucynok 39. KosmuyectBo 7KIC y nanueHToB B rpynie cCpaBHeHUsI HCXOTHO

H HA (l)OHe JIEYCHHUA B ITHHAMHUKE

3.5.1.3. Pezynvmamot cymounozo monumopuposanus IKI' no Xonmepy 6 ounamuxe

y nauuenmoes c ALK é conocmasnenuu c 2pynnoii cpagHenus

[lomuMo aHanmm3a KaXAOH M3 Tpynn B OTAEIBHOCTH il CpaBHEHHsS 3((HEKTUBHOCTH
aHTHapuTMudeckod Tepanuu y nanueHToB ¢ AJIIDK m y manueHTOB B Tpymnne CpaBHEHHS Mbl
IPOBEJIM TOMAPHOE CpPaBHEHHME MCXOJHBIX IIApaMETPOB M IOKa3aTeleil B JMHAMHKE B 00EHX
rpynmnax (tabauna 38). Tak, konuuectBo XKIC Ha ¢oHe edeHns ObUI0 T0CTOBEPHO HUXKE B IpyIIe
CpaBHEHHUsI, OJTHAKO MPH 3TOM CJEAyeT NPUHUMATh BO BHUMAaHHUE, YTO Y THX MALUEHTOB 4acTOTa
KOC 610 moctoBepHO HIKe McxoaHOW. YactoTta ycTonumnBoii KT m3HauanpHO ObLIa B JBa pasa
Bbime y naruenToB ¢ AJIIDK, a Ha ¢one yeueHus HE y OHOTO OOJBHOTO B O0EUX TPyIax MpHu
xoiTepoBckoM MoHuTopupoBanuu OKI' He Obuto 3apeructpupoBaHo ycroituusoil JKT. YacroTa
HeycTounBoil XXT no neyenus Oblna comocraBuMa B 00eux rpymnmnax, OJHaKo Ha (oHe JedeHus

YAAI0Ch MOOUTKCS JIYUIIero pe3yibTara B rpynme cpaBaenus 21,2% vs 7%, p = 0,07.
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Taoauna 38
ITapameTpsl cyrounoro monutopupoBanust IKI' mo Xoarepy B imHaMuKe
Y NAIIEHTOB OCHOBHOW IPyNIbl B COMOCTABJIEHUH ¢ TPYNIOii CPaBHEHUS
Iloka3aresn OcHoBHas rpynmna I'pynna cpaBHeHust p

JKOC ucxomuo, THIC. 15,3 [3,1; 30,9] 9,110,8; 16,3] 0,046
KOC B nuHaMuKe, ThIC. 765 [24; 3554] 230 [6; 250] 0,05
Vcroituuas KT ucxomuo, % 333 16,3 0,085
Vcroituubas JKT B nunamuke, % 0 0 H/I
Heycroituusas KT ucxomnuo, % 60,6 62,8 H/A
Heycroitunas XXT B munamuke, % 21,2 7 0,07

3.5.2. OxoKI'-napamerpnbi

3.5.2.1. Ocnoenasn cpynna: nayuenmaut ¢ A/JIIZK

Oxo-KI' B nunamuke mnposeneHa 28 (52%) mauumeHTtaM B OocHOBHOW rpymnne. CpenHuit

BPEMEHHOM MHTEpPBaJI MEXAY MEPBBIM U MTOCIeAHUM HcciienoBanueM coctaBui 30 [12; 59] mec.

B cuny mporpeccupytomiero xapakrepa 3a00J€BaHHsS MOXKHO ObLIO Obl OXKHAATh YXyAUICHHUS

CTPYKTYPHO-(DYHKIIMOHAIBHBIX TOKa3aTelel B TEYeHHWE BPEMEHH, OJHAKO B HAIllleil KOropre Ha

¢oHEe TPOBOAMMOM KapJUOTPONHON Tepanmuu OTPULIATEIbHOM AMHAMUKHM HU IO OJHOMY W3

nmokasatesied He orMeueHo (tabnuna 39). OTcyTCTBYEeT TEHACHIUS K JAWJIaTallud KaMep Cep.la, B

tom uuncie [DK u I1I1, coxpaHsieTcss COOTHOIIECHHE JIEBBIX M TMPABBIX OTIEJIOB, YTO JEMOHCTPUPYET
nokazarens KJIP JOK / KIAP ITXK (2,1+0,7 vs 2+0,6, p > 0,05). Cucronuueckas ¢pynkius JOK u

COCTOSAAHHUC KJIAITAHHOI'O alapaTra TaKKe 0e3 CymeCTBeHHOﬁ JUHaAaMHKU.

Tabauna 39
IxoKI'-mapameTpbl B ATHHAMHMKE Yy NANMEHTOB OCHOBHOI I'PyNIbI
IMapameTtp Hcxoano B nunamuke D
KIP JIK, cMm 5,3+0,7 5,3+0,8 H/II
K0 JIX, mn 116,6+37,0 128,0+48,8 H/II
OB JIXK, %, 57,2+12,8 55,3+12,5 H/I
JITT, Mot 59 [40; 81] 61 [49; 74] H/1
I, M 44 135; 77] 59 [41; 72] H/1
II3P ITK, cMm 2,9+1,0 2,8+0,9 H/II
KJIP JDK / KAP DK 2,1£0,7 2,0+0,6 H/1
MP, cTeneHp 1[0;1] 1[0;1] H/1
TP, cTenienp 1[0;1] 1[0;1] H/1
CIJIA, mm 23 [20; 48] 27 [20; 35] H/1I
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3.5.2.2. I'pynna cpasnenusn

B rpynne cpaBuenuss OxoKI' B nuHamuke Obia BbiosiHeHa 25 (41%) mamueHTam
(trabmuua 40). CpenHuii Cpok Mexay MEpBBIM U MOCIEIHUM HCCleqoBaHHeM cocTaBui 9 [4; 13,5]
Mec. B rpynne cpaBHeHust ormeuaetcs HezHauuTenbHoe yBenuuenue KJIP JIK: 5,7+0,8 vs 5,9+0,9,
p =0,02. Tlo apyrum rpymnnam noka3aTeleid OTpULIATENIbHONM JAMHAMMKU HE PErUCTpUpyeTcH,
HaIpOTHUB, OTMeUaeTcs Hebobmoe ypenmunuenne @B JIK, ymensienue oobreMa 060ux mpencepamii.
CooTHOIIIEHHE JIEBBIX U MPABbIX OTIEIOB OCTajioch MpexxHuM. [1o Bceil BUAMMOCTH, pa3nuydus B
TUHAMHUKE CTPYKTYpHO-(DYHKIIMOHAIBHBIX TIOKa3aTenei OOyCIOBIEHBI TEM, YTO B TpyMIe
CpPaBHCHHSI, MMOMHUMO «apPUTMHUYCCKUX» MAIUCHTOB, OKOJIO TPETH TPUXOTUTCS Ha OOJIBHBIX C
cunapomoM JIKMII paznuuHoro reneza. B oCHOBHOM rpynme 10Js MAlMEHTOB C CHHAPOMOM

JKMII, ssnsirormmmcest cneacteueM AJITDK n/unu HKM, menbie: 22% vs 37,7%, p = 0,09.

Tabauna 40
IxoKI'-mapaMeTpbl B THHAMHKE Y MAIIMEHTOB TPyl CPABHEHUSA
IMapameTtp Hcxoano B nunamuke D
KJIP JIK, cm 5,7+0,8 5,9+0,9 0,02
K0 JIX, mn 153,6+54,6 157,4+£57,7 H/II
®B JIX, %, 39,2+17,8 42,1£16,1 H/I
JITT, Mo 112,0+36,8 94,24+37.2 H/II
TII1, M 110,74£58,2 76,9+£38,3 H/1I
I13P IK, cm 3,5+1,0 3,4+0,9 H/I
KJIP JOK / KJP DK 1,8+0,6 1,8+0,5 H/1
MP, crenenn 1,25 [0; 2] 1[0,5;2,0] H/1O
TP, crenienb 1,510; 2,5] 1[0,5;2,5] H/O
CIJIA, mm 42,3+8,9 43,9+14,2 H/1

3.5.3. JlnHaMHuKa CTPYKTYPHO-(pyHKIMOHAJIBLHBIX NOKa3aTeJell y nanueHToB ¢ A/IIK

B 3aBUCHMMOCTH OT KJIMHHYECKOH (l)Ole)I

[TomumoO OLIEHKM IOUHAMHMKHU IOKa3aTened BO Bcedl koropre mnauueHToB ¢ AJIIDK Mmbl
IpOaHAIM3UPOBAIM JaHHblE cyTouyHOoro MmonHurtopupoBanus OKI' mo Xoarepy B OTHOIIEHUU
YKEITYIOYKOBBIX HapylIeHUH puTMa u napamerpsl IXoKI', B 3aBUCUMOCTH OT KaX A0l KIMHUYECKOM
(GopMbl. OTH CBEJIEHMsI TO3BOJIAT NOHATh, IPOUCXOAUT JIU MEPEXO] OT OAHOM KIMHUYECKOH (POpMBbI
K Japyroil. KonuuecTBo manuveHTOB, KOTOPBIM OBUIM IMPOBEIECHbI MOBTOPHBIE HCCIEAO0BaHMS, U
BPEMEHHOW MHTEpPBaJ MEXIY MEPBBIM U MOCIEIHUM UCCIIECAOBAHUEM ISl KaXI0i (OPMBI yKa3aHbI

B Ta0mmre 41.



131
Taoauna 41

KoauvecTBO M CPOKH HCC/IeI0BAHUIA, MTPOBEIEHHBIX B THHAMUKE,

NpH Pa3TUYHBIX KJIMHHYeCKUX (popmax

HccnenoBanue
Kunnnueckas ¢gopma cyTouHoe MoHuTOpupoBanue JKI IxoKI'
N (%) CPOK, MecC. N (%) CPOK, MecC.
JlarenTHas apuTMuueckas popma 16 (59,3) 30,5 [12,0; 59,0] 12 (44,0) | 34,5[12,0; 59,0]
PasBepHyTas apurMudeckas popma 7 (63,6) 96,0 [45,5;110,5] 6 (54,5) | 73,0 [33,0; 110,5]
AJIITXK ¢ mporpeccupyromeir XCH 4 (50) 12,0 [5,3; 57,0] 5(62,5) 8,0 [4,0; 46,0]
AJITDXK B couetannu ¢ HKM 6 (75) 13,5[1,5; 33,3] 5(62,5) | 15,0 [11,0; 39,0 ]

IIpu omnenke pe3ynbTaToB CcyTodHOro MoHuTOpupoBanus OKIT mo Xonrtepy B Kaxioit
KJIMHUYIECKOW opMe 10 OTACTHHOCTH (Tabymia 42), Kak ¥ TPy aHau3e KOropTel 00ibHBIX ¢ AJITDK
LEJIMKOM, OTMEUaJach OYEBHJHAS TMOJIOKUTENIbHAS JMHAMUKA B OTHOLICHHH KEITyJIOUYKOBBIX
HapylIeHU! pUTMa: JIOCTOBEpHOE CHIKeHHe koimdecTBa KOC 3aperucTpupoBaHO y NAIMEHTOB C
JaTeHTHOW apuTtMHuueckoi (opmoit u y 6onpHbIX ¢ coduetanuem AJIIDK u HKM; npu passepnyToii
aputmuueckoit ¢opme u AIIDK c¢ mporpeccupytomeit XCH Taxke NpoCIeKUBaeTCs YeTKas
TeHJIeHIUsT K cHIbkeHuto konmmuectBa KOC. YceroiunBas KT Oblia ycmemrHo mojaBieHa MpU BceX
KIMHUYECKUX (opmax, o HeycTornunBoi KT mocTtoBepHasi OJOXKHUTEIbHAS JUHAMUKA 3apETUCTPH-
pOBaHa y MaIMEHTOB C JIATEHTHON M pa3BEepPHYTON apUTMHUUECKOM (pOpMOii, B TO BpeMst Kak y OOJIBHBIX
¢ AITDX ¢ nporpeccupyromeit XCH u B couetannn ¢ HKM gacTtoTa ee peructpanuu He U3MEHWIACh
(4TO yKa3bIBaeT Ha O0JIeE THKEIIOE MOPAKEHUE MUOKAP/IA P STUX KIMHUYECKUX opMax).

Crnenyer OTAENbHO MOMYEPKHYTh, YTO HM Yy OJIHOTO MAllMEHTa C JIATEHTHOM apUTMHUYECKOU
dbopmoii 3a Bech CpOK HAOIIOIEHHS HE MOSBUIOCH MAPOKCU3MOB ycToiunBoi JKT, mpyu ocTanbHBIX KITH-
HUYECKUX (hopMax HH Yy OJHOTO OOJBHOTO, Y KOTOPOTO HE PerrucTprpoBaiock yctoiunBoil XKT panee,
€€ TaKke He ObLIO 3apernCTPUPOBAHO IPU KOHTPOIBHOM XOJITEPOBCKOM MoHUTOpUpoBanuu JKI'.

[Ipn anamuze ganHbix Oxo0-KI' B AMHaMUKe AOCTOBEPHBIX W3MEHEHMU NpPU apUTMHUUYECKUX
¢dopmax He otmeueHo (tabmuua 42). [Ipu AIIDK c mporpeccupyromeit XCH ofpamaer Ha cebs
Baumanue yBenumuenue KJIP JIK (c 5,4+0,9 no 6,0+1,3 cm, p = 0,04), mpu 5TOM COOTHOIIICHHUE JIEBBIX U
MpPaBbIX OTIENOB CyllecTBeHHO He wu3MmeHwnoch (1,9+0,9 vs 1,8+0,5, p>0,05), uro roBoputr o
nponoprroHabHeIx U3MeHeHusix [DK. Kpome Toro, ormeuanace tennenuus k cHwkeHuro @B JDK
(47,1+£3,4 vs 42,6£7,0%, p>0,05). IlomoOHasi oTpuIaTenbHas AUHAMHUKA SIBIISETCS OCOOCHHOCTBHIO
JTAHHOM KIMHUYeCKoW (hopMbl, KOTOopass mojapasymeBaeT mporpeccupoBanne XCH kak 3a cuer
OCHOBHOTO 3a00JIeBaHUs, TaK W 3a CYET COMyTCTBYOIIEro muokapaurta. Cpean DxXo-mapaMeTpoB
nampeaToB ¢ AJIIDK B coueranmu ¢ HKM otcnexxmBaeTcss IONOKWATEIbHAs JUHAMHKA B BHIC
ymenbinenust [13P TDK: 3,7+1,0 vs 3,3+1,1 cMm, p = 0,07. IIpu 5TOM U3MEHEHHIA B XY IITYIO CTOPOHY CO
ctoponbl JDK, koTopsix MOkHO ObTO ObI 0kHIaTh B cBsi3u ¢ HKM, He oTMeuaeTcst Kak B OTHOIICHUH
KJIP, Tak u B otHOomennn ®@B. CootHomenne K/IP JDK k [13P IDK HeckobKO yBETUYMIIOCH 32 CUET

TEH/ICHIIMHU K YMEHBIIEHHIO npaBbix oTenoB (1,7+0,4 vs 1,9+0,6 cMm, p = 0,07).
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k %k ok

Takum 00pazoMm, BIIECTICHHBIC 4 KITMHUYECKHE (POPMBI CTAOMITFHBI BO BPEMEHH U HE CKJIIOHHBI K
B3aUMHOMY IIepexoJly MpH cpeiHeM cpoke HaOmoneHus 21 [6; 60] mecsaues. Hu y ogHoro narueHTa ¢
JATeHTHOM apUTMHYECKOW (OpMON HE MOSIBUIOCH Mapokcu3MoB ycroiunBod JKT, paBHO Kak HH Y
OJTHOTO OOJILHOTO C apUTMHYECKMMHU (hOpMAMU HE TOSBWIOCH KIMHMYECKH 3HAYMMBIX CHMIITOMOB
XCH. Cratuctruecku 3HaYMMasi OTpHIIaTeNIbHast TuHaMuKa B Buje yBenudenus: K/IP JDK (5,4+0,9 vs

6,0+1,3 cm, p =0,04) u Tennenmmu k cHmwkeHnro ®B JDK (47,1£3,4 vs 42,6+£7,0%, p>0,05)
orMmevanuch Tosbko mpu AJIIDK ¢ mporpeccupyromeit XCH, 4to sIBIsieTCs OCOOCHHOCTBIO JaHHOM
KJIMHUYECKOW (hOpMBI, KOTOpas mozapa3dyMeBaeT nporpeccupoBanne XCH kak 3a cyeT OCHOBHOTO

3a00JIeBaHUsL, TAK U 32 CUET COITyTCTBYIOIIETO MUOKAP/IUTA.

3.6. UacToTa ¥ IpeAUKTOPHI HEOJIATONPUATHBIX HCXO010B

y nanueHToB ¢ A/IITIK

AJITDK — 3aboneBanue ¢ BbicokuM puckoM BCC. DToT (akT cieayer yxke M3 camoro
OINpENIeIeHNs] 3TOM HO30JIOTHM, YTO JE€JaeT OYEBUAHBIM BaXXHOCTh pa3pabOTKHU MPEIUKTOPOB
HeOmaronpusaTHEIX ucxoqoB y mamuentoB ¢ AJIIDK. B stom maparpade MbI omeHUM yactoTy
HEeOJIaronpusATHEIX COOBITUH W MCXOZOB BO BCEH KOTOPTE HEIMKOM M B 3aBHCUMOCTH OT KaXKIOU
KIMHUYecKoH (opmbl. Hanmnume 3TuX COOBITHI OIGHMBAJOCH 3a BECh MEPHOJ HAOIIOJCHHS 32
nanuMeHTaMmu, Kotopsiid coctaBui 21 [6; 60] mec. (pa3max ot 1 mec. o 19 ner).

K He0JaronpusATHBIM COOBITHSIM Mbl OTHECIM CMEpPTh, OOMOpOK, OIIpaBJIaHHOE
cpabareiBanne WK, ycroituuByro KT, @®X. K HebaarompusiTHbIM HMCX0AaM, TIOMHMO
MEePEUYHCIICHHBIX COOBITHI, MBI JoOaBmIn pazButre XCH.

Hamu onieHmBanuch mpeAnKTOphl BCEX HEONIaronpusTHEIX COOBITHI BMecTe (KOMOMHUPOBaHHAS
KOHEYHasl TOYKa), a TAKXKE 0 OTAEIBHOCTH INMPEIUKTOpbl cMepTH, ycroiunBoil JKT, ompaBaaHHBIX
cpabarbiBanmii UK/ u pazutus XCH. He3aBucumble peuKTOPBI JJsi CHHKOMATBHBIX COCTOSTHUH HE
paccMaTpUBAINCh BBHUIY HX HEOOJIBIION KIMHUYECKOM 3HAYMMOCTH, TaK Kak ¢ OOJBIIOW JoJiei
BEPOSTHOCTH MOXHO T'OBOPUTH, YTO apuTMUueckre oOoMopoku y manueHtoB ¢ AJIIDK sBisiorcs

cJIeICTBUEM reMoanHaMuyecky 3HaunMon JKT/DXK.

3.6.1. YacToTa HeOJIArONPUATHBIX HCX00B

B Ttabmune 43 orpaxkeHa yacToTa HEOJIATONPUSATHBIX MCXOJOB CpPEeIU BCEX IMALMCHTOB U
OTJIEIbHO O KaXKIAOW KIMHUYecKol ¢opme. HacToTa BOSHUKHOBEHHS HEOIArONMpPUATHBIX COOBITUI

B IIEJIOM ObIJIa CaMOM BBICOKOH NMPH pa3BEPHYTOM apUTMHUYECKOW (hopme, 4TO OOYCIOBICHO TEM,
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YTO YK€ B camo omnpezenenue 3toro Bapuanta AJIIDK 3amoxen dakt Hanmuuus ycroiunsoit XT,
BTOpOoe MecTo paszaenuian mexay coboit AJIIK ¢ mporpeccupyromeir XCH u ¢ HKM, a camoit
OJIarornoyiydHol B 3TOM OTHOIICHUHU MPEJCKa3yeMO CTalla JIaTeHTHas apuTMHueckas ¢opma — u3
BCEX BO3MOXKHBIX HEOJIATOMPUATHBIX COOBITHH y OONBHBIX 3TOH TPYNIBl OTMEYATUCH JIHIIb
00Mopoku. MakcuMaabHOE KOJMYECTBO CMEPTEH, MPUUYUHON KOTOPBIX C OOJBIION BEPOSITHOCTHIO
crana umenno AJIIDK, zapeructpupoBano mpu AJIIDK ¢ mporpeccupyromeit XCH (derBepTh
MaIMeHTOB), HA BTOPOM MecTe — pa3BepHyTas aputmuueckas Qopma (18,8%), Ha Tperbem —
AJIDK+HKM (12,5%). VYcroituuBas KT peructpupoBanach y BCeX MAIlMEHTOB C Pa3BEPHYTOM
apuUTMUYEeCKON (GopMoi 1o MOHATHBIM mHpuunHaMm, a ee yactota npu AJIIDK ¢ XCH u HKM
coctaBuna 50% u 62,5%, cooTBEeTCTBEHHO, IIpu 3ToM yacTtora DX OblIa MakcuManbHa B TPyIIIe

AJIDK+HKM — ®X Opiia 3aperucTpupoBaHa y 4YETBEPTH MAlMEHTOB C 3TOH KIMHUYECKOU

dbopmoii.
Tadnauua 43
YacToTa HeGJIaronpusaTHbBIX UCX0A0B y nanueHToB ¢ AJIIIK, %
CoObITHE UM UCXO[ Bcero Popma
I 1 I v
CwmepTh (KapAuOoJIoTHIeCcKas) 9,3 0 18,8 25 12,5
O6Mopok 333 14,8 63,6 37,5 50
VYcrotunsas XKT/DXK 37/9,3 0 | 100/18,2 |50/12,5|62,5/25
OmpasnanHoe cpabareiBanve MKJ1/ Ummmantuposan MK/] 16,7/24,110/3,7|27,3/36,4 | 25/50 | 50/50
JIoooe 1 u 6oJiee n3 HEOJIArONPUATHBIX COOBITHIA 44 4 14,8 100 62,5 62,5
Pazeutne XCH 39 7.4 45,5 100 75

[Mpumeuanwue. I popma — natentHas apurmudeckas Gopma; I1 popma — pazBepHyTast apuTMHUYECKast
thopma; I ¢popma — AJIITXK ¢ mporpeccupytomeit XCH; IV ¢popma — AJIIDK B couetannu ¢ HKM.

Camas BbICOKasg dYacToTa anekBaTHBIX cpabareBanmii WMKJl HaOmomamach Takxke y
nanuenToB ¢ couetanneM AJIIDK n HKM: agekBatHble cpabaTbiBaHUs ObUIH Y BceX 4 OOJIBHBIX C
ummtantupoBanaeiM MK/, ipu pa3BepHyTOi apuTMUYECKO (opMe anekBaTHbIE CpabaThIBaHUS
UK/ ormeuensl y 3 u3 4 6onbubix ¢ UK/, a mpu AJIIDK ¢ mporpeccupyromeit XCH — y
noyioBuHbl. [Ipu naTeHTHON apuTmMudeckod Qopme y emuHcTBeHHOW marmeHTtkun ¢ UK]I
aJICKBaTHBIX cpabaThIBaHUI He 3apeructpupoaHo. Yacrora pazButus XCH Obuta camoil BEICOKOU
y NAIMEeHTOB C COOTBETCTBYIOIIEH kiuHuueckoi ¢gopmoi, npu AJIIDK+HKM npossrenuns XCH
OTMEYEHHI y 3/4 ManmMeHToB, a NMpPU Pa3BEpHYTOW apUTMUYECKOH (popMe — 4yTh MEHBIIE YeM Yy
MOJIOBUHBI OOJIBHBIX, OHAKO B KIMHUYECKOM TedeHHHU Oosie3Hu B 3ToM Bapuante XCH orxonuna

Ha BTOPOM IIJIaH.
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3.6.2. IlpeauKTOpBI HEOIATONPHUATHBIX COOBITHI

C nenpio moucKa BO3MOXHBIX TPEIUKTOPOB HEOIArONpUATHBIX COOBITHI (CMEPTh, 0OMOPOK,
onpasaanHoe cpabateiBanue UK/, ycroitunBas KT, ®XK) BbIMOIHEH KOPPETSIIMOHHBIN aHAU3, C
YUETOM €ro pe3yJIbTaTOB OTOOpPaHbI MEPEMEHHBIE, 0 KOTOPHIM JIOCTOBEPHO Pa3IHYaIUCh MAllUCHTHI
¢ HeOJaronpusTHBIMU COObITHSIMU U Oe3. IloporoBble 3Hau€HUS Ui HENPEPHIBHBIX NEPEMEHHBIX
onpenensiuck  npu  nomom  ROC-ananuza. B KadecTBE  BO3MOMKHBIX — MPEAUKTOPOB
HEeOIaronpusITHBIX UCXOA0B (Tabnuia 44) HaMU paccCMaTPUBAIOTCS HAUYKE KPUTEPUEB U3 TPYIIIBI
HapYUICHUH Penospu3aliy, YTO SBIISETCS OTPAKEHUEM AIICKTPUUECKON HECTAaOMIIBHOCTH MHOKap/a,

Hanmuue HeyctoiunBoil KT, XCH nu MA.

Taoauma 44

Bo3MoxkHbIe IPeINKTOPHI HeGJIArONPUSITHBIX COObITHI Yy mauueHToB ¢ AJIIIK

YyBcTBH- Cuoenu- Ionox. OTtpuu.
Bo3moxHbIT o o
TEJILHOCTH HYHOCTh npeackas. | mpeackas.
PeIUKTOP ’ | TP P (95% JIN) P

% % EeHHOCTh,% | IeHHOCTh, %
Hanuuue xputepues us
TpYIIBl HApyIIEHUH 64 69 64 69 3,95(1,3-12,3) | 0,016
penonspu3anuu
XCH 60 79 71 70 5,8 (1,7-19,2) | 0,003
HeycrottunBas KT 96 72 74 95,5 60,4 (7-526,3) [<0,001
MepuarenbHas

37,5 97 90 65 16,8 (1,9-146) | 0,002

ApPUTMUS
KCPIDK > 2,8 cm

73 68 58 81 5,8(1,4-24,2) | 0,013
(MPT)
O6bem JIIT > 57 mn

67 64 61 70 3,6 (1,04-12) | 0,037
(Ox0KT')
Oo0newm I1I1 > 44 mMn

85 59 61 84 8,2 (1,9-35,1) | 0,002
(Ox0KTI)
3P X > 2,3 cm

90,5 52 59 87,5 10,2 (2-52,9) | 0,002

(Ox0KT')
MP > 1 cr. (3x0KI) 26 98 93 61 20 (1,06-378,5) | 0,007
Hamnuue TP (Ox0KT) 80 59 62,5 77,3 5,7 (1,7-19,4) | 0,004

[Ipumeuanue. p — 1OCTOBEPHOCTD PA3IUUUH MO JAHHOMY MIPEAUKTOPY MEXIY rPyMHIaMH MalHeHTOB,
y KOTOPBIX OBLIO, KaK MHHAMYM, OJJHO HEONaronpusiTHOe cOOBITHE, U TEMH, Y KOTO MX He ObLIO (TOYHBIN

tecT Duriepa).

W3 cTpykTypHO-OYHKIIMOHATBHBIX ~ MapaMeTpoB C  HEONArompUATHBIMH  COOBITUSIMHU

accoruupyrotes pasmep [DK u o0vem oboux mpencepauii, a takxe Hanmuune TP u MP>1 cr.
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JI0CTOBEpHOCTh 3THX MPEIUKTOPOB OyJeT OIeHEeHa B XO0Je OXHO(AKTOPHOTO M MHOTO(AKTOPHOTO
aHaimm3a C¢ ucnoas3oBaHueM perpeccun Kokca. Kpome Toro, orMmedanach Koppensanus pasBUTHSA
HeOIaronpusaTHeIX coObITHI ¢ HazHaueHueMm HAIID, auypernkoB u BapdapuHa, OJHAKO, HAa Hall
B3[UIAJl, 3T KOPPEJSILMU JIOKHBIE: CBA3b MEXKY IEPEMEHHBIMU BO3HHMKAE€T B CHIIy TOrO, 4TO Kak
NOTPEOHOCTh B HA3HAYCHUH JIAHHBIX IIPENapaToB, TaK U HEOIATONPUSATHBIE COOBITHSI KOPPETUPYIOT C
XCH un MA.

B pesynbrare 0AHO(pAKTOPHOTO PErpecCHOHHOIO aHajW3a CBOK 3HAYMMOCTb B KauyecTBE
NPEIUKTOPOB HEOIAronpusATHBIX COOBITHI coxpanwmu HeyctoWumBas JKT, pa3mepbl mpaBbIX
otrnenoB cepamna (KCP IDK >2,8 cm mpu MPT, TI3P TDK >2.3 cm u oovem III1>44 mn npu

9x0KI"), a taxke Hamuuue TP u MP > 1 ct. (Tabnuma 45).

Taoauna 45

Pe3yabTaTthl 01HOAKTOPHOT0 1 MHOT0()aKTOPHOIO perpeccHOHHOro anaansa Kokca
AJ151 OLCHKH NPEeAMKTOPOB He0JIaroNpUSITHBIX COOBITHIA

y nanuenToB ¢ AJITK

OnHopakTOpHBIH MHOro(pakToOpHbIH
IMoka3areb aHaJIU3 aHaJImM3

HR [95% AN D HR | 95% AU D
Hanuune kputepues U3 rpynibl HapyIIeHHM 18 | 0.8-43 0.169 B B B
PpenosIpr3aIim
XCH 1,9 | 0,844 0,13 - --- ---
Heycroituuas KT 10,3 | 1,4-76,8 | 0,024 49 | 0,59-41,8 | 0,14
MepuarenbHas apuTMUs 1,8 | 0,7-4,7 0,2 --- - ---
KCP IT)X > 2,8 cm (MPT) 4,3 | 1,2-153 | 0,026 55 | 1,14-26,8 | 0,034
O6nem JIIT > 57 mi (9x0KI) 2,2 | 0,9-5,6 0,1 --- - ---
O6nvem I1I1 > 44 mi (OxoKT') 59 | 1,7-20,5 | 0,006 3,9 | 0,47-32,7 0,2
I13P IDK > 2,3 cm (Ox0KI) 53 | 1,2-23,1 | 0,027 --- - -
MP > 1 c1. (9%x0KI) 7 125199 |p<0,001| 2,6 | 0,45-14,9 | 0,29
Hamaue TP (Ox0KI) 49 | 1,8-13,5| 0,002 --- --- -

[Ipumeganne. HR — hazard ratio (OTHOCHTENBHBIN PHCK).

[Ipn mnpoBeaeHuH MHOro()akTOPHOIO pErpecCUOHHOro aHanu3a (Tabmuma 45) cBoro
3HaunMocThb coxpanui b KCP IDK > 2,8 cm, uamepennsiit npu MPT (p = 0,034). Tem He MeHee
B COBOKYITHOCTH C JIpYTMMH HE3HAYMMBIMHM MpeauKkTopaMu (Hanuuue HeyctoidunmBoil KT, oobem
IIIT 6onee 44 mn pu DxoKI' 1 MP > 1 cr.) Obl1a moydeHa J0CTOBEpHAs MaTeMaTHUECKask MOJIEIb
(» <0,001), mporHocTuuyeckass 3HAYUMOCTb KOTOpOl oreHeHa mpu mnomomu ROC-ananmza

(pucynox 40). ITnomanas mox kpusoit coctaBuia 0,928, p < 0,001.
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Pucynoxk 40. ROC-kpuBasi IpOrHOCTHYECKOH 3HAYNMOCTH MOJEH

IJIS1 ompe/ieSIeHHs] PHUCKA HeOJaronpUATHHIX co0bITHH Y manueHToB ¢ AAIIK

3.6.3. Yacrora 1 npeAUKTOPBI cMepTH Y nanueHToB ¢ A/IIIK

3.6.3.1. Cmpykmypa cmepmuocmu y nayuenmos ¢ AJIK

3a Bech cpok HaOmoneHus B Hamiei koropre ymepio 7 (13%) mammentoB, 5 (9,3%)
HernocpeacTBeHHO oT npossineHnid AIIDK, a 2 — ot apyrux npuunH (3,7%). [lonpobuee cTpykrypa
CMEpPTHOCTH TNpejcTaBieHa Ha auarpamme (pucyHok 41). CpenHuii Bo3pacT yMepHIMX HalMeHTOB

coctaBui 49,6+25,4 rona (pazmax ot 18 mo 81).

B BCC (n=3)
- AONK
B TepmuHansHan XCH (n=2)
m OHKM (n=1)
~ Apyroe
B OHKOJIOTMYECKOE
zabonesaHume (n=1)

Pucynok 41. Ctpyktypa cMepTHOCTH Y nanuenTon ¢ AJIIIK

[Tpu namenmmnoii apummuueckoii popme neTaabHBIX UCXOI0B HE 3aPETHCTPUPOBAHO.
Ilpu paszeepuymoit apummuueckoit popme OIUH MOJOIOH MALMEHT, POIUTEIH KOTOPOrO

oTkazanuck oT umiuiantanuu MK/, ymep BHe3anHo B Bo3pacte 18 jer, 4To MO3BOJISET MPEATOIaraTh
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BCC. Bropoii manuent, Hocurens MyTaiuu B rene PKP2, ymep B Bo3pacte 81 roxa. Tounas npuunHa
€ro CMEpTH HaM HEU3BECTHA, OJHAKO B AaHaMHe3€ Yy OOJBHOIO MHOTOYHCIICHHBIE 3IH30]IbI
peuunuBupytoeit XKT/DXK, mo noBoay yero 3aperucTpupoBaHbl HEOAHOKpaTHbIe cpabaTeiBanus MK/
(mocIe mepBUYHON UMIUTAHTALIMH YCTPOHCTBA OOIEHOMY TPHK/IBI BHITONHUIHCH peumiutanTanun MKJ]
B CBSI3M C HCTOIICHHEM DJIEMEHTOB THTAHUS), YTO JETaeT HauOoJiee BEPOSTHOW NMPHUUMHOW CMEpPTH
HenddextuBHOCTh UK]I-Tepanmu npu ouepearom smuzone OK.

Yacrora cmepreit npu AAIDK ¢ npozpeccupyrouein XCH Obuia caMoil BBICOKOH B Harlen
KOropTe: MNPUYMHOM THOENM JBYX ManMeHToB cTajga TepmuHaimbHas XCH (omgHol mammeHTke
npeIarainach TPAHCIUIAHTALKUS Cep/ilia, OT KOTOPO OHA OTKa3aach, BTOPOH MALMEHT HE OOparmascs
32 MEIUIMHCKOM MOMOIIBIO), OHOTO — MHCYJBT, €I1e OJHOT0 — OHKOJIOTMYECKOe 3aboseBaHne. Mel
pacriojlaraéM JaHHBIMM ~IIaTOJIOTOAHATOMUYECKOTO  MCCIEINOBAaHMUSA IALMEHTKH, YyMEpIIEH OT
tepmuHanbHOoi XCH: mpu MopdonornyeckoMm HCClieIoBaHUM cepala ObUIM BBISBICHBI MPHU3HAKH
aKTUBHOTO MHOKapaurta, meronoM I[P B mmokapne oOnapyxkeH reHom Bupyca HHV6, napsmy c
TUMQPOTUCTHOIIMTAPHON MHDUIBTpAIIEH U eIMHUYHBIMU «BUPYCHBIMIW» KieTkamu B JDK, oOparano
Ha ce0s BHUMaHUe MPAaKTHYECKU ToTalbHOe (prOpo3HO-K1poBoe 3amerieHne Muokapaa IDK (ruromans
COXpPaHHOTO MHOKapa MecTamMu MeHee 25%) ¢ o0pa3oBaHHMEM COEIUHUTEIbHOTKAHHBIX CEIIT,

MIPOCIIONKH KUPOBOI TKAaHU B KJlanaHax (pUCYHOK 42).

Pucynok 42. I'ucrojiornyeckue npenaparsl Muokapaa nauuenTkn ¢ AJAIIK

(MosICHEHUs B TEKCTe)

Cpenu OonmpHBIX ¢ KimMHUYecKoH (opmoit AJIIK+HKM BHe3armHO yMep OJWH TAIMEHT C

SBJICHUSIMU  Tspkenord OmBeHTpuKysipHoi XCH. BompHomMy 3a 4,5 roga g0 cMepTH TO TIOBOIY
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HapyIIEHUH TPOBOAMMOCTA M CHHIpPOMA CJIabOCTH CHHYCOBOTO y3nma Obul umrntaHtupoBaH OKC,
KOTOpbId B CBs3u co cHWkeHHeM DB <35%, pe3ucTeHTHbIMM K MEIUKAMEHTO3HOW Teparuu
HApYLICHUSIMH PUTMa ObUIO HACTOSITENBHO peKoMeHAoBaHO 3aMeHHTh Ha CRT-D, ot dero GomibHOIA
OTKazajcs, KaK M OT TpaHCIUIaHTamu cepaua. [Ipu ayroncun 6summ noarsepskaensl quarno3d AJIDK u
HaJIM4YME aKTUBHOIO BUPYyCHOro muokapaura (B JOK — cioil snukapanalbHOrO KUpa, BhIPaKECHHBIE
nosst pubpo3a, MecTaMu ¢ 00pa30BaHKUEM COCTUHUTENFHOTKAHHBIX CENT, AUCTPO(US U THIIEPTPOQHS
KapJIUOMHOIIMTOB, MEKYTOYHbIE W TEPHUBACKYJISIPHBIE JTUMQOrUCTHOLUTapHbIE MHGMWIBTpaThl (> 14
KJIETOK TpH OosbioM yBenuueHun), B [DK — oOmmpHsIil yyacTok cy03HmokapauaisHoro Gpudposa ¢
Y4aCTKaMH COXPaHUBILUXCS KApAUOMHUOILIMTOB, OOIIMPHBIE TOJIS KUPOBOM TKaHHU, 3aHUMaroIue 10 60—
70% miomaa, B COYETAaHUU C BBIPAKEHHBIM (HOPO30M U 00pa30oBaHHEM COEAMHUTEIbHOTKAHHBIX
CEIIT, COXPaHHBIC KapAWOMHOIMTHI B COCTOSHUM IUCTPO(MUH: OINPEACISIIOTCS KIETKH C KPYIHBIMH,
neQOpMUPOBAHHBIMU SIZIPAMH M TIEPHUHYKJICAPHBIM JIM3HCOM IIMTOILUIa3Mbl (BUPYCHbIE KiIeTKH). B
namsati DKC storo GosbHOro ObLT 3adukcupoBaH smu301 datamsHo DK, KOTOpas W MOCTyXuia
HETOCPEICTBEHHON MPUYUHOM cCMepPTH OOJIBHOTO.

CiydaeB TpaHCIUIAaHTAllMM CEpAlLla B HAlllell KOropTe He ObLIO, OJHAKO BBIIOJIHEHHE 3TOU
oreparuu 1iaHupyercs: ogHomy mnanueHTy ¢ coderanuem AJIIDK u HKM B cBsi3u ¢ pedpakrepHOi k
tepanuu XCH. [larueHT HaxoIuTCst Ha Tare MpeaoNepalioOHHOTO 00CIeIOBaHMUS.

Taxkum oOpazom, roBoputTh 0 HecomHeHHOM BCC B Hamieil Koropre Mbl MOXKEM JIHIIb
y 1 manmenta u3 7, tak kak smmuzon DK Owbur 3apeructpupoBan B mamsatu DKC, eme y 2 BCC
BBICOKO BeposATHa. B ciywasx, rie NpuuuHOW cMepTH cTajia TepMuHaibHas XCH, Takke Henb3s
UCKJIIOYUTh, YTO HEMOCPEACTBEHHBIM MEXaHH3MOM CMEpTHU CTanu (aTajabHbIe KeyJA0YKOBBIE
aput™Muu. B cBa3u ¢ HU3KOM yacToToil noctoBepHoid BCC oreHka npeauKTOPOB MPOBOAWIACH IS

BCEX CiTydaeB cMepTu 00ibHBIX ¢ AJ[ITTK.

3.6.3.2. IIpeouxmopuvl cmepmu y nayuenmoe ¢ AJIDK

C 1enpio MOKCKa BO3MOYKHBIX MPEIUKTOPOB CMEPTH HAMH OBUT MPOBEACH KOPPEISIHOHHBIN
aHamm3, a 3aTeM Ha 0a3e MOyYeHHBIX CBEJACHUM ObLTH 0TOOpaHBI MEPEMEHHBIE, IO KOTOPHIM OTIHYHS
CpeAd YMEpIIMX W BBDKMBIIMX TMAIMEHTOB OBbLTM JOCTOBEpHBL. [loporoBele 3HAuYCHUS IS
HETPEePBIBHBIX TEPEeMEHHBIX omnpeaesuick npu nomoum ROC-anammza. JlocToBepHbIE pa3iuyus
MEX/1y MOTMOIMIMMHM M BBDKUBIIMMHU OOJIBHBIMM TOJyY€HbI MO Moy (My>kuuHBI 85,7% vs 36,2%,
p =0,019), nanmuuuro XCH (100% vs 29,8%, p = 0,001) u nanuuuto ycroituusoit KT (85,7% vs 29,8%,
p = 0,008). Beicokyto 3HaunMocTh uMeno ToBbiienne C-peaktuBHoro Oenka (CPB) B kpoBu > 0,6
mr/mt: (71,4% vs 2,1%, p <0,001). Kpome Toro, y ymepmux MmaryieHTOB JOCTOBEPHO OOJbIIE ObLIH
pa3mepsl kamep cepaua. [ToporoBeimu 3HaueHusiMu cramu yeenmuenne KCP IDK Gonee 3,6 cm mo
nmaaaeiM MPT, ®B JIK < 35%, yBemuuenue [I13P ITDK Gomee 3,5 cm, oowem JIIT> 120 mi, obvem
[T > 115 mu1 npu OxoKT'.
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Taxxke MMenu 3Ha4YEeHHE pPa3BUTHE KIIAMIAHHOM PETYPrHTAMH (JIOCTOBEPHO OOJBIIMIA PHUCK
cmeptu otMmedeH y manueHToB ¢ MP u TP 2-it crenenu u Gonee), TommumHa 3aaHen creHku JDK
(3CJDK) oonee 10 mm u C/JIA ©Oonmee 25 MM pT. cT. UyBCTBHTENBHOCTh, CHEUU(PUIHOCTD,
NOJIOXKUTENIbHAS. M OTpULIATENIbHAS MPEJICKa3aTelbHasl LIEHHOCTh, a TAKXKE OTHOILEHHWE ILIAHCOB JUIS
KQKIOro M3 MapaMeTpoB MpeicTaBieHbl B Tabnuue 46. Takke oTMeUaluch MOJOKUTENIbHAS
KOppEJIALHMS JICTAIBHOCTU ¢ Ha3HaueHneM UHruouropos AII®D, quypeTtuxoB U BapdapuHa, O1HAKO, KaK

U B CITy4ae C MPEeIUKTOpaMH HeOIaronpusTHBIX COOBITHI, 3TO JIOKHBIE KOPPEISAIHH.

Tadauna 46
Bo3moxkHbIe IPeIUMKTOPHLI cMepTH y nanueHTos ¢ AIIIK
q C ® IHouox. o
BcTBU- | Crienuguy- TPUIL
Bo3Mo:xHBIH y " npeacKas. pit o
TEJbHOCTD, HOCTb, npeacKas. P
NpeanKTop HEHHOCTb, (95% AN)
% % o LEHHOCTD, %
(1]

MyxcKo# mos 86 64 26 97 10,6 (1,2-95,7) 0,019
XCH 94 70 34 98,5 34,7 (1,9-650) 0,001
Yecroitumnas KT 86 70 30 97 14,1 (1,5-129) 0,008
CPB 2 0,6 mr/u 71 98 83 96 115,0 (8,8-1512,0) | <0,001
OB JIK <35% 43 100 100 92 69.2(3,1-1572) | 0,002
KCPIDK> 3,6 cm

83 83 28 98 25 (1,07-586,0) | 0,036
(MPT)
O6bem JIIT> 120 M

60 98 75 95 60,0 (4,1-872) 0,003
(Ox0KT)
O6nem IIIT> 115 M

80 93 57 97,5 52,0 (4,3-627) 0,001
(Ox0KTI)
T3P IDK > 3,5 cum

83 79 36 97 18,3 (1,9-178) 0,006
(OxoKT)
3C JDK >10 mm (9x0KI') 67 87 40 95 13,0 (1,9-87,4) 0,01
Crerienr MP > 2

57 95,5 67 93 28,7 (3,7-226) 0,002
(Ox0KTI)
Creriens TP > 2

71 91 55,5 95 25,0 (3,6-173,7) | 0,001
(OxoKT)
CJUIA >25 . CT.

A MM P €T 83 79 62,5 92 183 (1,5-223) | 0,018

(OxoKTI')

[lpumeuanne. p — IOCTOBEPHOCTh Pa3IMUMi MEXIY TPyNNaMH C TOTHOIIMMH WM BBDKHUBIINMHU

MAIeHTaMH 110 JaHHOMY TpeIuKTOpY (TouHbI TecT Dumiepa).

[Ipu omnodakTopHOM aHanmu3ze mnpu mnomomm perpeccun Kokca (tabmuma 47) cBoro
SHAYMMOCTDb B KQYCCTBC MPCAUKTOPOB JICTAIbHOCTU COXPaHHUIIN My}KCKOI\/'I I10JI, MOBBIICHUC YPOBHA
CPB > 0,6 mr/mi, ®B JIXK < 35%, yBenmuenue odowema JIIT 6onee 120 mur, a III1 Gonee 115 mur,

pasmep DK Gonee 3,5 cm, Tomuna 3C 6onee 10 mm, MP u TP > 2 crenenu.




141

Taoauma 47

Pe3yabTaThl 01HOAKTOPHOI0 1 MHOT0()aKTOPHOIO perpeccHOHHOro anaansa Kokca

JUISl OLEHKH NMPEeAUKTOPOB cMepTH y nauuenTon ¢ AJIIK

OnHodakTopHbIi aHATU3
Iloka3arein
HR 95% N P

MyxcKo# moin 8,9 1,033-77,4 0,047
XCH 133 0,1-157866 0,18
Vcroruuasg XT 8.2 0,96-70,1 0,055
CPB > 0,6 mr/nn 22 3,8-127,0 0,001
OB JIK <35% 32,8 5,3-200,9 < 0,001
O6wem JIIT >120 miu (Ox0KI') 40,7 4-140,0 0,002
O6bem IIIT > 115 mi (OxoKI) 41,4 4,3-397,0 0,001
II3P IX > 3,5 cm (Ox0oKT') 13,6 1,5-122,6 0,02
3C JIK > 10 MM (Ox0KT') 7,1 1,2-42,6 0,032
Ctenenp MP > 2 (Ox0KI') 19,1 3,5-105,1 0,001
Crenens TP > 2 (Ox0KI') 34,8 4,0-306,0 0,001
CIJIA >25 MM pt.cT.(9%x0KT) 6,5 0,8-55,5 0,09

[Ipumeuanne. HR — hazard ratio (oTHOCHTEIBHBIN PUCK).

B cBa3u ¢ OOnpIIMM KOTMYECTBOM HE3aBUCHUMBIX MPEAUKTOPOB CMEPTH, OIHAKO

OTHOCHUTEJIHLHO HEOONBIIUM 00BEMOM KOIrOpThbl, MOXCT CHUKATBCA TOYHOCTH MHOFO(i)aKTOpHOFO

aHajin3a C HMCIIOJIb30BAHUCM PETPCCCUU Kokca. I[J'I?I OLCHKU BCPOATHOCTH JICTAJIBHOIO HCXOOa Y

NanueHToB Obla pa3paboTaHa MaTeMaTHyeckas MOJAENTb NpPU IMOMOUIM JIMHEHHOW perpeccum.

[Monyuens! cnemyromme k03P PuireHTs! (Tadnuuna 48).

Tadauna 48
Ko3ppuumuenThl MaTeMaTH4YeCKOIi MO/AeIH pacuyeTa BePOSITHOCTH CMEPTH
CranpaptHas
IMapameTtp B Bera T 3HAYNMOCTH
omudka
Koncranra —-0,017 0,048 - -0,359 0,722
CPBb (Mr/na) 0,127 0,033 0,529 3,888 0,001
@B JIK <35% (Ix0KI') 0,374 0,2 0,248 1,868 0,072
®K XCH (NYHA) 0,05 0,047 0,147 1,062 0,297
YceroitunBas KT 0,208 0,09 0,282 2,318 0,028
MepuaTtenbHasi apUTMUA -0,175 0,118 -0,2 —1,485 0,148

B ypaBHeHHE MaTeMaTHUE€CKOW MOJIETHN BXOAT CIICAYIONINE TTepEMEHHBIE:

— yposenb CPB (Mr/mn);

— ®B JI’K (9x0KT'): eciu < 35%, Toraa npucsouts napamerpy 1, ecau > 35%, toraa 0;

— ®K XCH (NYHA) — ot 0 10 4;
— ycroituuBas KT (ecnu ecTh — mpucBouTH apametpy 1, ecau Het — 0);

— MepuaTebHasi AapUTMHUS (€CIIU eCTh — IIPUCBOUTH MapameTpy 1, eciu HeT — 0).
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®dopmyiia A5 pacdeTa MHAEKCA JETaTbHOCTH BBINIAIUT CIIELYOIUM 00pa3oM:

(CPBx0,127) + (®B JIKx0,374) + (@K XCHx0,05) +
+ (Yer.JKTx0,208) — (MAx0,175) — 0,017.

B mamreii koropre Ha OCHOBAaHWHU 3TON MOJENTU WHJIEKC JIETAIBHOCTH OBLT pacCUMTaH JJIst
MAIMEHTOB, ¥ KOTOPHIX MMENIUCh BCE HEOOXOAUMBIC AJisi YpaBHEHHs mMapaMmeTpsl (Tabmuma 49).
Takum oOpa3oM, y TAIMEHTOB C HMHAECKCOM, He mpeBbimarommM (0,33, BEpoSITHOCTh CMEPTH
MUHUMAJIbHA, a Yy T€X, y Koro uHjaekc mnpesbimaer 0,33, BEpOATHOCTh JETAJIBHOTO HMCXOJA,

HAIIpOTHUB, MAKCUMAJIBHO BBICOKA.

Tao6auna 49
HNupexc JertanbHocTH y nanuenton ¢ AJIIIK
HHupexc Berikuiao YmepJio JlerajabHOCTH
<0,33 29 0 0%
>0,33 0 5 100%

Jlnarnoctuueckas 3HAYMMOCTh JaHHON Mojenu Oblia olieHeHa rpu nomoru ROC-ananusza.
[Inomane mox kpusoi coctaBuia 1,0 (pucynok 43), p <0,001, 94TO TOBOPUT O TOM, YTO JAHHAs

MO/IeJIb PAaBUIILHO TIpeicka3ana pe3ynbrar B 100% cirydaeB B Haleil BEIOOPKE.

ROC KpuBbie

0,51

0,57 AUC=1,0
p <0.001

0,49

YyBCTEMTENBHOCTD

0,29

0,0 T T T T
00 02 04 06 03 10

1 - Cneumchpu4HOCTL

Pucynok 43. ROC-kpuBasi IpOrHOCTHYeCKOH 3HAYMMOCTH MOJeTH

JUISL OMIpefieJIeHUs1 prucka cMepTH y nanueHTos ¢ A/IITIK

Hanpumep, ons nayuenma ¢ CPF =0, ®B JDK = 40%, ®K XCH =2, y xomopozo ecmb
yemouiuueas KT u nem mepyamenvrotl apummuu, ypagreHue 6yoem 8oleiisloems cledyiouum 00pasom:
0x0,127 + 0x0,374 + 2x0,05 + 1x0,208 — 0x0,175 — 0,017 = 0,291.

To ecmv, coenacho Hauiell MamemMamuyecKkol Mooenu, PUCK cmepmu y 3moco O0NbHO2O

MUHUMATIEH.
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3.6.4. Ilpenukropsl pasputus ycroituusoi KT y manuentos ¢ A/IINK

C 1enblo BBISBICHUS BO3MOXHBIX MNPEAUKTOPOB pa3Butus yctowunBod XT, kak u B
OPEIBIIYIIUX CIy4asX, ObUT MPOBENEH KOPPENSIMOHHBIN aHAIM3 C MOCIEAYIoIIeld MpPOBEPKOU
JIOCTOBEPHOCTH Pa3IMUUil MO KaXaoMy (akTopy pucka B rpymnmnax ¢ ycroituuBoit KT u Oe3 Hee
(trabmuna 50). C mapoxkcuzmamu ycrounBoil JKT accommupoBaHbl CUHKOTAIBHBIE COCTOSHUS U
snu3obl HeycTounBor KT B anamuese, Hanmmune XCH (4to siBisiercs OyaronpusaTHbIM (HOHOM
JUTst JTIOOBIX HapyIIEHUI puTMa), JaBHOCTH 3a00neBaHus Oonee 5,5 rona (BEposTHO, PUCK PA3BUTHS
ycroitunBoit JXXT pacrer mo Mmepe mporpeccupoBaHHs 3a00JeBaHMSA), HAIMYHE MeEpLATEIHbHON
apuTMHUH (BO3MOKHO, pPAa3BUBACTCA 3a CUET BOBJEYEHHUS B TMporecc (GUOPO3ZHO-KUPOBOTO
3amenieHus npeacepanii) U ypoBHss CPb > 0,6 Mr/mn (4ro moaTBep:kaaeT BKIJIAJ BOCTIAJICHHS B
teuenne AJIIDK). Taxke B KauecTBE BO3MOXKHBIX MPETUKTOPOB pa3Butus yctoiuuBoil XT
paccMaTpuBaeTCcs psAl CTPYKTYPHO-(DYHKIIMOHAIBHBIX MMapaMeTpoB, ompenensembrx mpu IxoKI':
ToimuHa cBoOoHOM creHku 11K > 4,5 MM, o6vem I1IT > 80 mu, I13P IDK > 2.5 cMm, crenens MP u
TP > 1. Bce »Tu nmokazarenu oTpaxarOT U3MEHEHUS] BHYTPUCEPIACUYHON TEMOJAMHAMHUKHU, YTO TAKKE

MOXKCT SABJIATHCA (I)OHOM AJIS KEJTY JOUYKOBBIX HapymeHI/Iﬁ puTMma.

Taoauma 50

Bo3moxknble npeaukTopbl pazputus yeroiunpoii KT y nannentos ¢ AAIIK

Yysereu- | Cneuu- Honox. Otpun.
. TeJb- Ppuu- npeackas. npeackas. ol
Bo3MoxkHbBIH NPEIUKTOP D
HOCTb, HOCTb, IEHHOCTb, IEHHOCTb, (95% JAN)

% % % %
XCH 70 79 67 82 9(2,3-32) < 0,001
JaBHOCTH 3a00eBanus > 5,5

50 84 67 72 5,2 (1,4-19) 0,012
romga
Heycroituupas KT 98 66 64 98 80,2 (4,4-1455) [< 0,001
OOMOpOKY B aHAMHE3e 70 88 78 83 17,5 (4,3-72,3) |<0,001
MepuarensHas apuTMHS 42 94 80 74 11,6 (2,1-63,5) | 0,002
CPB > 0,6 mr/mn 31 99 93 70 30,9 (1,6-588) | 0,002
Tommuna ITDK > 4,5 MM

46 98 93 79 47,7 (2,4-949,7) |< 0,001
(Ox0KTI')
O6mwem 1T > 80 M1 (OxoKI) 47 97 87,5 79,5 27,1 (2,9-254,4) | 0,001
II3P IK > 2,5 cm (OxoKI) 88 58 54 90 10,4 (2-53,6) | 0,002
Creniens MP >1 (Ox0KT') 74 55 48 78 3,4(0,98-11,5) | 0,045
Crenens TP >1 (Ox0KI) 79 56 52 82 4,8 (1,3-17,8) | 0,014

[Ipumeuanne. Ol — otHomenue mancoB; A — mOBEepUTENBHBIN WHTEPBAN, p — AOCTOBEPHOCTH

pasnuuuii Mexay rpymmamu ¢ yeroitunBoi KT u 6e3 o raHHOMY MpeIuKTopy (TOYHBIN TecT Dumepa).
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IIpu omHOdakTopHOM aHamm3e ¢ mnpuMmeHeHHeM perpeccun Kokca (tabmuma 51) cBoro

S3HAYMMOCTb COXPAaHWUJIM CHHKOIIAJIIBHBIC COCTOSHHSA B aHAMHE3C, a4 TAKIKC BCC NCPCUYMCIICHHBLIC BBIIIC

Ox0KI -mapameTpsl, 3a HCKIIIOYEHHEM TOIIIMHBI cBOOOaHON cTenku [DK.

Pe3ysabTaThl 01HO(paKTOPHOTO perpeccuonHoro anaiausa Kokca

Taoauna 51

AJIS1 OLEHKH NpPeAUKTOpoB pasButus ycroiuusoi KT y nmanuentos ¢ AJITIK

OnHogakTOpHBbIA aHAIN3
IMoka3artennb

HR 95% AN P
XCH 2,8 1,04-7,6 0,42
Hanuuue kputepueB U3 rpynibl HAPYIICHUH 17 0.6-4.4 03
penosIpu3anuu
JlaBHOCTH 3a00JeBaHus > 5,5 roga 1,5 0,5-3,8 0,45
HeycroituuBas JXXT 40,9 0,53-3137,6 0,094
O0MOpoKH B aHAMHeE3€ 3 1,08-8,1 0,035
MepuarenbHas apuTMUs 2 0,7-5,7 0,19
CPB > 0,6 mr/nn 2,7 0,9-8,1 0,077
Tommuna DK > 4,5 MM (Ox0KI) 1,8 0,5-6 0,36
Oo6bem IIII > 80 mua (IxoKI) 17,8 4,4-72,3 < 0,001
II3P IT2K > 2,5 cm (Ix0KTI) 6,2 1,4-27,9 0,017
Crenenr MP > 1 (9x0KI) 7,7 2,2-27,3 0,002
Crenenn TP > 1 (9x0KI') 4,6 1,5-14,3 0,009

[Ipumeuanne. HR — hazard ratio (OTHOCHTENBHBIN PHCK).

s Gonee TOYHOM OLIGHKH PUCKOB pa3BuTHs ycroiumBoil KT, kak U B MpeablayIieM

cllydae € TMPEIUKTOpaMH CMEPTH, PEIICHO OTKa3aThCs OT MHOTO(QAKTOPHOTO aHalu3a ¢

npuMeHeHneM perpeccun Kokca u npuBs3koi K (akTopy BpeMeHHU. BrimoimHeH MHOTO(aKTOpHBIN

aHaJIu3 IIpUu NOMOIIH JIMHEHHOM perpeccun. B pe3yjibTaTe NPpUMCHCHUS PECrPECCUOHHOI0 aHalin3a

MOJIy4YEeHBI clieaytontue KodhpuiueHTsl MaTeMaTuaeckoit moaenu (tabnuma 52). Takum o6pazom,

npu MHOTO(AKTOPHOM aHajM3€ MaKCHUMaJbHON 3HAYMMOCTBIO oOnamanu HeyctoWumBas KT B

anamue3e u 00beM ITIT > 80 mi (OxoKT).

Tabauna 52
KosdduunenTsl MaTeMaTH4eCKOM MO/Ie/IM pacuyeTa BEpOSITHOCTH pa3BuTusa ycroitunsoi KT
CranpaptHasn
ITapamerp B Bera T 3HaYuMoOCTh
omuodka
Koncranra -0,104 0,085 - -1,23 0,227
HeycroitunBas KT 0,244 0,110 0,258 2,22 0,033
Oo6bem IIII > 80 mua (IxoKI) 0,633 0,202 0,512 3,125 0,004
I13P IDK > 2,5 cm (Ox0KI) 0,197 0,104 0,211 1,90 0,066
JlaBHOCTH 3a00JeBaHus > 5,5 roga 0,216 0,115 0,200 1,87 0,070
MepuarenbHas apuTMUs —0,240 0,183 —0,204 -1,313 0,198
OOMOpOKH B aHAMHE3¢ 0,201 0,116 0,201 1,723 0,094
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B ypaBHeHHE MaTEMaTUYECKOW MOJIEN BXOJAT CIEAYIOIINE IEPEMEHHbIE:

— HeycroiiuuBas KT: eciiu ectb, npucBoUTh napamerpy 1, ecnu Het, Toraa 0;

— Oo6bem IIII (OxoKI): ecnu > 80 mu1, mpucBouTs napamerpy 1, ecnu < 80 mui, Torna 0;
— TI3P IIK (OxoKI): ecnu > 2,5 em, npucBoutsh napamertpy 1, ecnu < 2,5 cm, torna 0;
— JlaBHOCTB 3a00s1eBaHMs: eciu > 5,5 roga, ykazats kak 1, ecnu < 5,5 rona, Torna 0;
— MepuaTeJbHasi APUTMHUSA: €CIIU eCTh, IPUCBOUTH apameTpy 1, ecnu Het, Toraa 0;
— O0O0MOPOKM: eciv eCcTh, IPUCBOUTH NapameTpy 1, eciu Het, Toraa 0.

Hwmxe npezncrasnena ¢popmyna Ui pacyeTa HHAEKCa pyucka pa3Butus ycronunsoit XKT:

(u/y/KTx0,244) + (1111x0,633) + (II3PII7Kx0,197) + (naBHOCTHX0,216) —
— (MAXx0,240) + (006mx0,201) — 0,104.

Hcxons w3 310l Mojenu, WHAEKC prcka pa3BuTus ycrorunBoit KT ObuT paccuuTtaH Ajsl TeX
MAlMeHTOB, Y KOTOPBIX UMEJHCh BCE MapaMeTphl, KOTOpbIe BOLUIM B ypaBHeHue (Tabmuua 53). Tak, y
NAalMEeHTOB C UHJAeKcoM, He mpesbimatonmM 0,32, BeposiTHOCTh pa3Butus yctonumBond KT
MUHHMMAaJIbHA, ¢ UHAEKCOM B uHTepBasie oT 0,33 no 0,4 BeposTHOCTH BO3HUKHOBEHUS ycTounBOi JKT
cocTaBiisieT nopsiaka 1:2, a y Tex, y koro unaekc npesbimaet 0,4, BEpOSTHOCTh Pa3BUTHS yCTONYHBOM

KT, MakCMaIbHO BEICOKA.

Tab6umuna 53
HNupexc pucka paseutus ycroitunsoii KT
HNupexc Her ycroiiuusoii KT Ectb ycroitunBas KT Yacrtora pazsutus Y KT
<0,32 22 0 0%
0,33-0,4 6 3 33%
> 0,4 0 10 100%

JlnarHoctuyeckas 3HAYMMOCTh MOJYYEHHONH MaTeMaTH4eCKOW MoJenu Obula OlleHEeHa MpH
nomor ROC-ananu3za. [Inmomans mox kpuBoii cocraBuna 0,981 (pucynok 44), p <0,001, uto
TOBOPUT O BBICOKOW IMTPOTHOCTUYECKOM [IEHHOCTH HAIIEH MOJCIIH.

Hanpumep, ona nayuenma c s3nuzooamu Heycmouuusou KT, oovemom I 75 mn, II3PIDK
2,7 cm, oasHocmouio 3ab0aesanus 6 iem, Oe3 MepyamenvbHoU apumMuu U CUHKONAIbHBIX COCMOSHULL
6 aHamHese ypasHeHue byoem 8vlens0ems CledyIuum 00pa3om:

1x0,244 + 0x0,633 + 1x0,197 + 1x0,216 — 0x0,240 + 0x0,201 — 0,104 = 0,553.

To ecmw, cocnacHo Hauleli mamemamuyeckou mooenu, puck passumus ycmouuusou KT y

9MOo20 nayueHma MakcumanieH, ymo mpedyem npogedeHue NOSMOPHOU CMpamupurkayuu pucka

BCC u, 6o3mooicro, umnranmayuu MKJ] 6 pamxax nepeuunou npogunaxmuxu BCC.

Haubonee 3HaYMMBIMU MTapaMeTpaMy B JAHHON MOJIENU CTaJH 3MU30/6I HeycToiunuBoi KT
B aHamHe3e u 00beMm I1I1 > 80 mua. Jlns nanHbIX npu3HakoB nocTpoeHbl ROC-KpHUBBIE U BBHITIOIHEH
ananu3 Kamnana — Maiiepa (pucynok 45). Otu rpaduku oTpaxaroT 3HayuMocTh oobema [II1 u

HeycToiunBoi KT B nporuozupoBanuu pa3BuTus ycrornunuBoi XKT.
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Pucynoxk 44. ROC-kpuBasi IpOrHOCTHYECKOH 3HAYMMOCTH MOJeTH
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Pucynoxk 45. Hanuuue neycroituusoii KT u 06bem III1 > 80 ma

B KayecTBe NPeJIMKTOPOB pa3BuUTHA ycToiunBoii KT:
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A — ROC-kpuBasi, 1eMOHCTPUPYIOIIAs 3HAYMMOCTH npexukTopa I > 80 mu

B IPOTHO3UPOBaHNHU pa3BUTHA ycToiumnBoii JKT.

b — Anaau3 Kansiana — Maiiepa nis naunenToB ¢ ITIT > 80 mur u ITIT < 80 mut.

B — ROC-kpuBas, 1eMOHCTPHUPYIOLIasi 3HAYNMOCTH HeycToitunBoii KT

B IPOrHO3UPOBAHUM Pa3BUTUA ycToiuuBoil 2KT.

I' — Ananu3 Kanuiana — Maiiepa 1711 nanueHnToB ¢ HeycToiunBoii KT u 0e3 Hee
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3.6.5. Ilpenukropsl agexkBaTHBIX cpadarbiBannii UK/l y nanuenTos ¢ AIIIK

[IpenukTopel anmexkBaTtHbIX cpadatbiBannii WMKJl omeHuBamuch B rpymme OOJBHBIX C
umianTipoanHbiMu MK/, B Hameit koropre MKJ] 6pu11 nmmnantupoBassl 13 6oiabHEIM (26%), B
TOM 4Hucle B 1esix nepBuuHoi npodunaktuku BCC — 3, a Bropuunoii npodunaktuku BCC — 10.
AnexBatabie cpabateiBanus VK] 3a Bpems HaObmonenus (21 [11; 52] mec.) 3apeructpupoBaHsl y 9
nanueHToB (69,2% mnauuentoB ¢ MKJI): B pamkax nepBuuHoil nmpodumaktuku — y 1 (33,3%
nanueHtoB ¢ MWK/, uMImuianTupoBaHHbIMM B 1enax mnepBuuyHod mnpodunaktuku BCC) u
BTOpu4HOH npodunaktuku —y 8 (80,0% mnamuenton ¢ UK/ B pamkax BTOpUYHON MPpODUIAKTUKA
BCC). Cpean mnammentoB ¢ HKJl 3apeructpupoBaHa omHa cMepTh (BEpOSTHO, BCIEICTBHUE
HEKypaOeNbHBIX KeTyJ0uKoBbIX apuTMmuii). Cymmapnas dactorta ciiydyaeB BCC u onpaBmaaHHBIX
cpabateiBanuit MKJ[ Bo Bceit koropre cocraBuna 10 (18,5%). Ilepuon, cBoOGOIHBINH OT
cpabateiBanuii  WKJl, otpaxkeH Ha pucyHke46 B Buae KpuBbix Karutana — Maiiepa.

HeanekBaTtHbix cpabarsiBanuiit MK/l He 3aperucTpupoBaHoO HU y OJJHOTO MAI[MEHTA.

TIDYHKLUMA BLINNEaHA
1.0 - —+= PepaKTHpOB aHvo

08 |
0,67 ‘

0.4

BbixkuBaHue 6es cpabatbiBaHmnin UKL

0,04

T T T
0 50 100 150 200 250

Mecaupl

PucyHnok 46. BoeknBanue nanuentos ¢ UK/,

B TeUYeHHe KOTOPOro He 0TMevaaoch cpadarbiBanuii MK/[

s ompeneneHuss BO3MOXKHBIX MPEIUKTOPOB aleKkBaTHBIX cpabareiBanuit UKJ[ Obin
NPOBEJCH KOPPEJSALMOHHBIA aHalu3, 3aTeM JOCTOBEPHOCTh 3HAUYMMBIX KOppensuuii Oblia
IpOBEpEeHa IyTEM COIIOCTABJIEHUsl I'pynn co cpabareiBaHueM M 0e3 cpabareiBanuit MKJ mo
naHHoMy mapametpy (tabmuna 54). IloporoBele 3HaueHus onpeneneHbl npu nomomu ROC-

aHanuza. Haubonee 3HaunMbiM npeaukropom ctano ysenundenue KJAP JDK > 5 cm mpu DxoKT,
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TaK)ke 3HAUMMbIM OKazajioch nosbimieHue turpa At k 'MK > 1:80. Kpome Toro, ¢ agekBaTHbIMU
cpabateiBanuamMu MKJ]l accoumnupoBanuck 1aBHOCTH 3a0o0sieBanus 6onee 5,5 rona (4To oTpakaer
TOT (akT, 4YTO B psjge CiIydaeB OT MOMEHTa MMIUIAHTAllMM JO IEpPBOr0 aJeKBaTHOIO
cpabateiBanus MK 1ommKHO MPOWTH TOCTaTOYHOE KOJMYECTBO BPEMEHH ), OOMOPOKH B aHaMHE3e
(4TO MOATBEPKIAET APUTMHYECKYIO MPHUPOJY OSTUX CHHKONAJIbHBIX COCTOSHUIl), Haiuuyue

ycroiunBoi KT.

Taoauua 54
Bo3Mo:xHbIE NPeIMKTOPBI aleKBaTHBIX cpadaTbiBanuii MK
y nanuenToB ¢ AJITK
Mogox.
YyscTBH- Cnenu- OTtpuu.
Bo3mo:kHbII npeackas. o
TeJIbHOCTD,| (PUIHOCTD, npeackas. D
NPeIuKTOoP LEHHOCTD, 95% AN)
% % EHHOCTh, Yo
%

JlaBHOCTB 3a00J1eBaHUS

65 87,5 93 50 13 (0,5-331,7) | 0,09
>5,5 ronma
OOMOpOKH B aHAMHE3e 95 50 79 83 19 (0,7-538,7) | 0,08
Yeroitumpas KT 95 50 79 83 19 (0,7-538,7) | 0,08
Atk TMK >1:80 93 83 93 83 65 (0,99-4282) | 0,036
KIP JDK>5 cm

75 90 94 64 27(1,04-701,0) | 0,02
(Ox0KTI)
Huskuit BoabTax

78 75 88 60 11(0,67-165,7) | 0,12
komruiekca QRS

[Ipumeuanue. p — TOCTOBEPHOCTh Pa3IWYHMil Mexay rpynnamu co cpabdateiBanusamu MKJ u 6e3 mo

JAHHOMY MPEeIuKTOpY (TOo4HbIM TecT Pumiepa).

IIporHocTuyeckas LEHHOCTh 3HAYMMBIX [apaMeTpoB Oblla MPOBEPEHA MNpPU MOMOILU
oIHO(aKTOpHOrO aHanmu3a ¢ NpUMEHEeHHeM perpeccud Kokca: CBOIO 3HAUYMMOCTh B KayecTBE
npeauKTopa coxpanuio Tosbko yBenunuenue K/IP JDK > 5 em npu OxoKI' (HR 9,5; 95% AU 1,13-
79; p=0,038). ns nmannoro mpusHaka noctpoeHa ROC-kpuBas u BeimoiHeH aHanu3 Karana —
Maiiepa (pucynok 47). [ToMruMo MCTIONB30BaHUs NPEIUKTOPOB aeKBaTHBIX cpabarsiBanuii UK/,
KOTOpbI€ OBLIN paccunTaHbl BCEro Ha 13 malMeHTax, IpU OLIEHKE PUCKA apUTMUYECKUX COOBITHH
MOYKHO TpHOeraTh K MPEeIUKTOpaM HEOIAronpusATHBIX COOBITHH, MOCKOJNBKY B STOT MapaMeTp
3aJI0’KeHbI aJiekBaTHbIe cpabateiBanus MK/I, a Takxke k mpenukropam pa3BuTHs ycroitunBoit KT,
TaK Kak TIOCJIEIHSAS  SBJISICTCS  HEMOCPEACTBEHHOM  mpuumHOM  cpabateiBanuii  MK/I.
Maremarnueckass MoJedb IS NpeACKa3aHusi  anekBaTHbIX — cpabarebiBanmii  UKJ[  He

pa3pa6aTLIBaJ'IaCL B CBSI3H C HEOOJIBIINM KOJIHYECTBOM Ha6J'IIOI[eHPII>i.
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Pucynok 47. KJIP JI/K > 5 cMm kak npeaukTop ajgekBaTHbIX cpadaTpiBanuii UK/I:
A — ROC-kpuBasi, ieMoHcTpHUpYIomiasi 3Ha4MMOCTh npeankTopa K/IP JI’K > 5 cM B nporuno3upoBanun
agexkBaTHbIX cpadarbiBanuii UK/,
b — Anaiau3 Kansana — Maiiepa pas nauuentoB ¢ KJAP JIXK <5 em u KAP JIXK > 5 cm

3.6.6. Yactora u npenuxkropsl pa3zsutusa XCH y manuentoB ¢ AIIZK

ABnenns XCH ormeuvamucs y 39% mnanuentoB B Hamel koropre. Craaus u
byuknuoHansHbli kmacc XCH mpu kaxmoil u3 KIMHWUYECKUX (OpM MpOAEMOHCTPUPOBAHBI B
tabnuue 55. HaubGonee Tsokenbie mposiBieHus XCH ObUIM B COOTBETCTBYIONICH KIMHUYECKOM
dopme, Teuenne XCH mpu AJIITDK+HKM ObL10 nerue, Tak Kak Cpeiy MAIMEHTOB C COYETAHUEM

9THUX KapI[I/IOMI/IOHaTI/II\/’I OBUIH U UCKIIFOYUTEIHHO APpUTMHUYCCKUC q)eHOTI/IHBI.

Tab6amnna 55
Kaununuyeckne nposiiienuss XCH B 3aBHCHMOCTH OT KINHUYeCKOI (hopMBI
Ipu3znak Bcero I popma II popma III ¢popma IV ¢popma
XCH, % 39 7,4 45,5 100 75
Cranus 0[0; IA] 010; 0] 0[0; 1] 1Ib [11A; 1IB] IIA [0; IIB]
OK (NYHA) 0[0; 2] 0 [0; 0] 01[0;1] 2[2; 3] 1[0; 3]

[pumeuanue. I popma — narentHas apurmuueckas dopma; I Gopma — paszBepHyTast apuTMUUecKas
¢dopwma; I popma — AJIITK c nporpeccupyromeit XCH; IV ¢popma — AATDK B couerannun ¢ HKM.

Jlisi OLIEHKH BO3MOXKHBIX IPEIUKTOPOB ObUT MPOBEICH KOPPEISIMOHHBIN aHamu3. s
HENPEPBIBHBIX IIEPEMEHHBIX IOMCK IOPOTOBBIX 3HAUEHUM OCyllecTBIsuIcsS npu nomomu ROC-
aHanu3a. 3HAuYMMble KOppeNlsluu ObUIM MPOBEPEHBl Ha IMpeaMeT (PaKkTHUYECKOW pasHHLIbI MEXKIY
rpynmamu ¢ XCH u 6e3 mo xaxaomy mapamerpy. B kauecTBe BO3MOXXHBIX MPEAUKTOPOB CBOIO

3HaYUMOCTb MPOJIEMOHCTPUPOBAIHN AaBHOCTh 3aboeBanus 6oiee 5,5 roga (UTO MOXKET TOBOPUTH O
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TOM, 4TO y psaa manueHToB Ha pasButHe XCH TpeOyercs ompeneneHHOE BpeMmsi), HaTU4IUe
myTaiuii (B maparpade 3.3 Mbl yxe JeMoHcTpupoBaiu O00mbiryto yactotry XCH y mamuenToB c
MyTarusamu), Hanuane MA, mossimienue ypoBHs CPB>0,2 mr/mm (MoXeT TOBOPUTH O BKIIaje
BOCTIAJIUTENBHBIX MeXaHu3MoB B pa3Buthe XCH mubo otpaxare camy XCH). Takxke B kadecTBe
BO3MOXKHBIX IIPEIUKTOPOB paccMaTpuBaroTcss usmeHeHus: Ha OKI': cHmkenue BoapTaka Ha OKI' n
€-BOJIHA, YTO OTPa’kaeT OOJIBIIYIO BBIPAXXEHHOCTb MOpa)XKeHHUs MUOKapaa y mauueHtoB ¢ XCH, u

PAI CTPYKTYPHO-PYHKIIMOHATBHBIX TTapaMeTpoB (Tadsmia 56).

Tabauna 56
Bo3mo:knbie npenukTopsl passutisg XCH y manmenTos ¢ AJAITIK
Mook, OTpuu.
YyscTBH- Cnenu-
. NnpeacKas. | npeackas. o
Bo3Mo:kHBII IPETUKTOP | TEILHOCTD, | (PUUHOCTD, p
LEHHOCTb, | IEHHOCTb, 95% AN)
% %
% %

JlaBHOCTH 3a00CBaHHS >

60 90 80 78 14 (3,15-62) < 0,001
5,5 roma
Myranus 48 85 67 72 5,1 (1,4-18,3) 0,012
MepraTenbHast apuTMus 38 94 80 70 9,2 (1,7-49,7) 0,006
CPb > 0,2 mr/mn 47 98 94 72 38 (1,9-743) 0,001
KJIP ITXK > 4,5 cm (MPT) 58 84 58 84 7,3 (1,6-32,5) 0,01
OB IK <40% (MPT) 70 75 54 86 7 (1,4-36,1) 0,02
BriHocsmuit TpakT

86 68 40 95 12,7 (1,3-122) 0,016
K > 28 mm (MPT)
CHmxeHne BOJIbTaxa

48 82 63 71 4,1 (1,2-14) 0,023
QRS
€-BOJIHA 52 91 79 75 11 (2,5-47,7) 0,001
KJP JDK > 5 cm (Ox0KT') 81 65 61 83 7,7 (2,1-28,8) 0,001
Oo6mwem I1I1 > 70 mn

56 97 91 78 35(3,9-317) < 0,001
(Ox0KT')
O6bem JIIT > 70 mn

65 86 73 81 11,5 (2,7-49) 0,001
(Ox0KT')
II3P IDK > 3,5 c™m

58 90 79 77 11,9 (2,7-53,7) | 0,001
(3x0KTI)
Crenens TP > 2 (Ox0KT') 43 98 95 71 46 (2,5-862) < 0,001

[Ipumeuanne. Ol — otHomenue mancoB; AW — noBepUTENbHBIN UHTEPBAN;, p — AOCTOBEPHOCTH

pasnuumii Mexxay rpymmamMu ¢ XCH u 6e3 1o JaHHOMY MPpeauKTopy (TOUHBIHA TecT Dumepa).

IIpu onmHodakTopHOoM aHanmu3e npu nomoum perpeccun Kokca (tabmuma 57) cBoro
3HAYUMOCTh COXpaHwiM ToBbimieHne ypoBHa CPb >0,2 wmr/mn, munaranus [DK>4,5 cm u
cumxenue ero ®B <40% npu MPT, camwkenne BonbTaka komruiekca QRS, a Taxke maumaranus

kamep cepaua rnpu IXoKI' u TP > 2 crenenu.
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Pe3yabTaThl 01HO(AKTOPHOTO perpeccuoHHoro anaian3a Kokca

1J1s1 oneHKkH nmpeaukTopoB pa3suTus XCH y nauuenTon ¢ AJIIK

Taoauma 57

OnHodakTopHbIi aHATU3
IMoka3areJb
HR 95% AN P
JlaBHOCTH 3a00seBaHus > 5,5 rona 2,3 0,9-6,0 0,09
MyTarus 1,3 0,5-3,2 0,6
MepuatenbHast apuTMus 1,7 0,6-4,7 0,3
CPb > 0,2 mr/mn 4.7 1,6-13,9 0,006
KJIP ITXK > 4,5 cm (MPT) 8,3 2,1-33,0 0,003
OB IIK <40% (MPT) 6,2 1,3-30,2 0,023
Bumocsmmit Tpakt [DK > 28 mm (MPT) 7,6 0,9-63,7 0,06
Camxkenne BoiabTaxka QRS 2,6 1,1-6,4 0,037
€-BOJTHA 1,8 0,7-4,4 0,23
KIP JODK > 5 cm (Ox0KI) 4,0 1,2-13,8 0,027
O65wem 111 > 70 v (OxoKT') 10,2 3,1-30,7 <0,001
O6nem JIIT > 70 ma (OxoKI) 44 1,6-12,1 0,005
I13P IDK > 3,5 cM (Ox0KI) 3,8 1,5-9,7 0,006
Crenenp TP > 2 (Ox0KI) 12,4 4-38,3 <0,001

[Mpumeuanne. HR — hazard ratio (oOTHOCHTENBHBII PUCK).

B cBs3u ¢ OONBIIMM KOJIHYECTBOM AOCTOBCPHBIX HCE3aBHUCHUMBIX MNPCIHUKTOPOB IPUHATO

pELICHHE HCIIOJIB30BAaTh JIMHEHHYIO PErpecCUl0 UId COCTAaBJICHHS MAaTEMaTU4EeCKOW MOJEIH,
nos3poJisArolel npeackaspiBaTh pazsutue XCH y mannentos ¢ AJIIDK. Mcnons3oBanue perpeccun
Koxkca 11 MHOTOaKTOPHOTO aHaJIM3a B 3TOM CIIydae MOKET JaTh HETOYHBIN Pe3yJIbTaT B CBSI3U C
OTHOCHUTEJIbHO HEOOIBIINM 00bEMOM KOTOPTHI MALMEHTOB. B pesynbTaTe npUMeHEHUs JTUHEHHON
perpeccuu MojaydeHbl cleayronme KodpGUIMEeHTh MaTeMaTudeckon monaenu (tabmumna 58). [Ipu
MHOTr0()aKTOPHOM aHaJIn3€ CBOIO 3HAUYUMOCTh coxpaHuian oobeM III1> 70 mun (OxoKI'), naBHOCTH

3aboneBanus > 5,5 roga u yposeab CPb > 0,2 mr/m.

Tao0auna 58

Ko3dpuuuenTsl MaTemaTH4eCKOIl Moaeu pacyeTa BepoaTHOCTH pa3BuTus XCH

ITapameTp B CrannaprHas ommnOka | bera T 3HAaYNMOCTH
Koncranra —-0,057 0,078 - 1-0,734 0,474
Oo6bem IIII > 70 ma (IxoKT) 0,718 0,135 0,668 | 5,314 < 0,001
JlaBHOCTB 3a00J1eBaHus > 5,5 roga 0,398 0,128 0,322 | 3,115 0,007
KJP JDK >5 cm (Ox0KT) 0,173 0,098 0,177 | 1,774 0,096
OB ITK <40% (MPT) 0,025 0,115 0,026 | 0,215 0,833
CPb > 0,2 mr/pa 0,321 0,151 0,232 | 2,131 0,05
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B ypaBHeHHE MaTEMaTUYECKOW MOJIEN BXOJAT CIEAYIOIINE IEPEMEHHbIE:

— o0bem IIII (OxoKI): eciu > 70 mu, npucBouTh napametpy 1, eciu < 70, toraa 0;

— JABHOCTB 3200J1eBaHMA: €CIIU > 5,5 roga, npucBouTh napamerpy 1, ecnu < 5,5, roraa 0;

— KIP JIK (Ox0oKT'): ecu > 5 cm, npucBouTts napametpy 1, ecou < 5, Toraa 0;
— ®BIIK (MPT): ecnu < 40%, Torna ®B I1X ykasarts kak 1, eciiu > 40%, Toraa 0;

— yposenb CPB (mr/mn); ecnu > 0,2 mr/an npucBouts napamerpy 1, ecan < 0,2 mr/mm,

Torna 0.

dopmyia s pacuera uHAEKca prcka pa3BuTusg XCH BeIMIAIUT crieayronmm oopa3zom:

(TI11x0,718) + (1aBHOCTHX0,398) + (KIP JIAKx0,173) +
+ (@B IIJKx0,025) + (CPBx0,321) — 0,057.

Ha ocHoBanum »5Toii Momenu, uHAeKC pucka pasButust XCH Obul paccumrtan mjist Tex

MAIMEHTOB, Y KOTOPBIX MMEIUCh BCe HEOOXoauMbIe mapameTpbl (Tabmuia 59). Takum obpazom, y

NalKEHTOB C UHAEKCOM, He npeblimatomM 0,4, BepositHocTh pazButusd XCH MuHuManbHa, a y Tex, y

koro unHjekc npesbimaet 0,4, BeposTHocTh pa3Butus XCH, HanpoTHB, MAaKCUMAaJIbHO BBICOKA.

Tabauna 59
Hnnexc pucka paszsutusa XCH
Hupexc Her XCH Ects XCH Yacrtora pazsutusa XCH
<04 13 0 0%
>0,4 0 8 100%

Jlmarnoctuyeckass 3HAYMMOCTh MOJYYCHHONH MaTeMaTH4eCKOW MOJeNnu Obula OlleHEHa NP

nomomu ROC-ananmuza. Ilnmomans mox kpuBoi cocraBmia 1,0 (pucynok 48), p <0,001, Takum

o0pa3om, TaHHasi MOJIEJNb MIpeicKa3aa MpaBuiIbHbIN pe3ynbrar B 100% citydaeB B Halleil BHIOOpKE.

ROC KpuBble

0,57

0,4-1

qYB CTBUTENBHOCTL

0,27

AUC=1,0
p <0.001

0,0
00

02

T
04 06

1 - Cneuuncpu4HoCTE

08

Pucynok 48. ROC-kpuBasi TMarHocTU4eCKOH 3HAYHUMOCTH MO/IeJ U

s mpenckasanus pasputusi XCH y nanuenTos ¢ AJIIIK
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Hanpumep, ons nayuenma ¢ oovemom I1I1 50 ma, oaenocmoeio 3ab6onesanus 3 2o0a, K/[P
JDK 4,2, OB IDK 38% u CPb 0,5, ypaéuenue 6yoem gvlensidems ciedyroumum oopasom:
0x0,718 + 0x0,398 + 0x0,173 + 1x0,025 + 1x0,321 — 0,057= 0,289.
To ecmv, coenacno nawet mamemamudeckou mooenu, puck passumus XCH y smoeo

bobHO20 6 baudicaliuee 6peMIA MUHUMAJIEH.

CaMbIM 3HAYMMBIM NapaMETPOM B JaHHOW MaTeMaTHuYecKol Monenu okazancs oowvem II1,
n3MepeHHslil ipu OxoKI'. lng manHoro mpusHaka noctpoeHa ROC-kpuBas U BBIIIOJHEH aHAIU3
Kamnana — Maifepa (pucyHok 49), KoTopble IE€MOHCTPUPYIOT 3HauMMocTh oObema IIII B

npenckasanuu pazsurus XCH.

1.0
o] _,-NN<70 mn
Eh— -NMz70 mn
IpeanakTuposaHo
0,8 o X
Q
E >
m bt
2 05 D o6
a AUC=0.761 ‘g
g g p<0.001
& I
g 0ud p=0.003 g o+
F =
£
]
[=a 52 i
0.2
o0
oo T T T T T T T T T T T
oo 02 04 08 08 10 0 0 40 B0 a0 100 120
1 - CneundmyHocTL
A 5 Mecaubl

Pucynok 49. A — ROC-kpuBasi, 1eMOHCTPUPYIOIIAs 3HAYNMOCTH 00bema IIIT > 70 mu
B KauecTBe npeauxTopa pa3purusa XCH.

b — Anaim3 Kannnana — Maiiepa 11 nanueHToB ¢ 00bemoMm I > 70 ma1 u 06bemom 1T < 70 ma

% %k %

B nanHom nmaparpade 6bUTM pacCMOTPEHBI YacTOTa U MPEIUKTOPhI HEOIAroNpUsITHBIX HCXOO0B.
Camoil OuaronpusTHOH MO CBOEMY TEUCHHIO OXHIAEeMO CTajla JIaTeHTHas apuTMuueckas ¢opma,
a HanMeHee OJaronpusiTHOWM, B TEPBYIO Ouepelb 3a CUeT BBICOKOM cmepTHocTH (25%), AJIDK
¢ mporpeccupyromeid XCH. VYcraHOBIGHBI NPeIUKTOphl HEOJArOMPHUSATHBIX COOBITUH B IIEJIOM,
omnpaBaanbix cpabareBanmii MK/ (KJAP JDK>5 cm), mpemukropsr cmeptu (CPB>0,6 mr/mi,
OB JIK <35%), ycroituuBoii XXT (o6bem IIII > 80 mi), a Takke npenuktopsl pazsutus XCH
(oobem III1>70 mn m moseimenne CPb>0,2 mr/mr). CiaemxyeT OTMETHTH, YTO HU HaJIA4YHE
MHUOKapIuTa, HU HAJIWYUE MYTallMil JOCTOBEPHO HE BIIMSAJIO HA YacTOTy HeOIarompusTHBIX
ucxonoB. BepositHo, noseiieHue ypoBHs CPb, koTopoe oka3anoch MOIIHBIM IHPEAUKTOPOM
cmeptu u pa3Butus XCH, sBisercs oTpakeHHMEM HE aKTMBHOI'O MHOKapauTa, a HEKOIo

Hecenn(pHruecKoro 0oO0IEeBOCHAIUTENBHOIO (POHA, KOTOPBIH CIOCOOCTBYET HMPOrpecCUPOBAHUIO
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AJIDK. Ha ocHOBaHMM MOJYYEHHBIX PE3ylbTaTOB ObUIM pa3pabOTaHbl MATEMAaTUYECKUE MOJEIH
(KaJbKyJIsTOPbl PUCKOB) ISl OLIEHKM pPHCKa JIETAJIbHOTO MCXOAAa, PUCKA BO3HUKHOBEHHS

ycroiunBoii XXT u pazsutus XCH.

3.7. Knuan4yeckue nmpuMepsbl

B nmanHoM paznene OyAyT NpHUBEACHBI KIMHHUYECKHE NPUMEPHI MAIMEHTOB C KaKIOH
kianHu4Yeckoit popmoit AIIDK u oTpaxkeHbl HalIKM TUArHOCTUYECKHE U JIedeOHbIe BOBMOXKHOCTH, a

TAaK¥XC NPOAECMOHCTPUPOBAHO UCITIOJIB30BAHUC p33pa6OTaHHLIX NPpECAUKTOPOB HA IIPAKTHUKE.

3.7.1. JlatrenTHas apuT™MU4ecKkas ¢popma

MannenTka b., 18 ger. CeMeliHblii aHaMHE3 MO KapJAUOMUOIATUSIM HE OTsroIleH. YacTo
(o 3 pa3 B OCEHHE-3UMHHUH Mepro[) OoseeT mpocTyAHbIMU 3a0oneBanusMu. C 16 et Gecriokonu
HEYacThIe 3IU30/bl KOJIOMUX W CKUMAIOMUX OoJiell B IpyJHON KIETKe, HE CBS3aHHBIX HH C
(bu3UUECcKoil, HU ¢ ICUXO03MOLIMOHATILHON Harpy3koi. B okTsa6pe 2012 r. npu aucnancepusanuu Ha
OKI' 3aduxcupoBana HeycroiuuBas KT ¢ UCC 85-90 yxa./MuH., KOTOpyIO MaIMEHTKa HE
ourymana. Cpa3sy nocine 3toro ooparuiacsk B oraenenue kapaunonorun @TK. Ha IKI (pucynox 50)
OpU  TOCTYIUIEHMM  PEruCTPUpOBajach  MEUIEHHAash  HEMNPEphIBHO  pEeLMIUBHUPYOILAs
IIPABOXKENTYAOUKOBAs TaXUKapAus ¢ HUkHel ocbio (Manbiid kputepuid AJIIDK). ITpu KT BP ITITK
3apEeTUCTPUPOBAHO HE OBLIO.

[Tpu IxoKI" otkinonenuit or HopMbl He BbisiBIIeHO (KIP 4,0 cm, KO 64 mn, ®B 74%, I13P
ITK 1,9 em, JIIT 22 mu, IIT 20 mi). Ipu cyrounom MmonnTopupoBannu JKI' o Xourepy B TeueHue
BCEH 3allUCH COXPAHSUIUCh SNM30[bpl MeieHHOW HeycroiunBoil JXT mno Tumy HenpepbsiBHO
permnuBupytomei (mpodexku 10 8—10 QRS ¢ UCC makc. 91 ya./MuH.), 3aperuCTpUPOBAHO OKOJIO
20 000 XKD2C (3 mopdomorum, Bce mo3aHue, ciuBHbIC). B cBs3u ¢ mogo3penrem Ha AJIIDK nmammenTka
Obuta HanpasineHa Ha MPT cepaua, npu KOTOpoil BbISIBIEHBI CHIbKeHHE (pakimu BbiOpoca IDK mo
37% c ydyacTkamH TUIIO- U IUCKHHE3NU B 00macTu Bepxymku 1 BOIDK (6onbmmoit kputepuit AJTDK —
MoJJpa3yMeBaeT 00a MpU3HAKA), AMUKAPIUATBHBIN kup 1Mo nepenHeit crenke [DK mo 2 MM, B obnactu
BEpXYyLIKH 10 4 MM, 6e3 pu3HaKoB «Hanoa3aHus» Ha Muokapa. KO IDK 107 mn (EDV/BSA 75,35
mr/m), KJIO JDK 105 mo. Takum 06pasoM, y MAIMEHTKH ObUIM BBISBICHBI | GOMbIOi i | Mamblit
kputepuii AIIDK, 4dro cootrBerctBoBano BepositHoMy nuarHosy AJIDK. C ywyetom dyacThix
NPOCTYIHBIX 3a00JIeBaHUH B aHAaMHE3€ HEb3s OBbUIO MCKIIOYHUTh HAIWYHME COIyTCTBYIOILIETO
MHOKap/INTa, B CBSI3H C YeM OBUT BBITIOIHEH aHAIN3 KPOBU Ha aHTHKapauaiabHble AT (AH® net, ATD

1:80, At KMIJ 1:40, AT 'MK 1:160, At BIIC 1:160 — ot™Meuaniock ymepeHHoe noBsiieHre AT k KMI]
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u BIIC), a taxke ypoBerbs CPB (0 Mr/mn) u peBMOnpoobI (PeBMATOMIHBIN (DAKTOp — OTpUTIATEIILHBIH,
aHTUCTpeNnTOIN3HH-O — OTpHULIaTENbHbIN). I'eHOMa KapANOTPONHBIX BUPYCOB B KPOBU HE BBISBIICHO.
B kauecTBe aHTHAPUTMUYECKOW Tepamuy ObUT HazHaueH dTaru3ud 50 mr mo 1/2 tab. 4 paza B JCHB.
KonmuectBo skcTpacucTon Ha GoHe JeueHus: CHU3WIOCh 0 8 mrt., JKT Obula MOJTHOCTHIO TMO/IABIICHA.
Or nasnauenns MCT wmuokapauTa OBUIO pEIIEHO BO3AEPKAThCA B CBSI3M C €r0 HEBBICOKOU
UMMYHOJIOTUYECKOW  aKTHBHOCTHIO, TIOJHBIM aHTHApUTMHYeCKUM d(ddekroMm sTampiBuHa |
HopMastbHbIMH DX0KTI -mmapamerpamu. B nanbreliem 6ombHOM Obita ipoBeieHa JJHK-1uarnocruka
AIIK: oOHapyxeHa mytamus B reHe DSG2. Takum o0pa3oM, y TAIMEHTKHA TOSBUJICS €IIe OJUH
Oompmioit  kputepuit AJAIDK w nmarHo3 mepemien W3 KaTeroOpuM BEPOSITHOTO B KAaTETOPHIO

AOCTOBCPHOI0.
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Pucynok 50. OKI' mannentku b. pu nmocrymieHun
Meonennaa nenpepovieno peyuousupyiowans KT c mopghonozueit onoxaovt JIHIIT
C HUMCHEIl OCbIo, NPU AHATIU3Ee CUHYPCOBLIX KOMHJIEKCO8 — 0€3 OMKIAOHEHUIl Om HOPMbL,

3d UCKII0UeHUuemM HecamueHbvlx 3y61408 TeV;
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B suBape 2013 r. caMOCTOSTETPHO OTMEHMIA ATalU3UH. [Ipu cyTOUHOM MOHUTOPUPOBAHUU
OKI o Xonrepy, BHIMOTHEHHOM B ceHTs0pe 2013 T., 1 TpH BCeX MOCIEAYIOMNX, BKIIOYas SHBApPh
2018 r., KIMHUYECKH 3HAYMMBIX HApyIIEHWH pHUTMA BbIABIEHO He Obuto. Takum oOpazom,
HapYIIECHUS PUTMA HE PELIMIUBUPYIOT JIaXKe MOCJIe OTMEHbI aHTUApUTMUUYECKOU Tepanuu. B 2015 r.
MIPOBOJIAJICS aHATIU3 HA AHTHKapAuaJbHble AT B iuHamuke: AHO net, ATO 1:80, AT KMI] 1:40,
At I'MK 1:80, At BIIC 1:80. ITo Bceit BuaumocTu, Mmanudecranus 3adoneBanus B 2012 r. Obi1a
o0yClIOBJIeHa MPUCOCTUHEHHNEM MHOKapAuTa. B Hacrosiiee BpeMs MalMEHTKa IMOJYy4YaeT TOJIBKO
oucomponon 1,25 wr/cyr. Crnemyer oTMeTHTh, uTO Ha AaHHbIi MomeHT OKI OombHOU C
FEeHETUYECKH BepU(ULIMPOBAHHBIM J0cTOBepHbIM nuarHozoM AJIIDK sBnsercs aGcomoTHO
HOPMaJIbHOM, 3a WCKIIOUYEHHWEM HeraTuBHOro 3yOma 7 B OTBEACHMH V), SIHU30IUYECKH
peructpupyercs HenonHas Omokana [THIII. Dto B ouepenHoii pa3 moaTBepkaaeT TOT (akT, 4yTo
HopMmanibHast OKI' He uckmouaer AJIIDK, a munumanbHble u3MeHeHus, He aocturaromume KT -
kpurepueB AIIDK, y manmenToB ¢ gactoit XKOC TpeOyroT k ceOe BHUMaHUS M WCKIIOUEHUS dTOU
KapAHMOMHUOIIATHH.

C momotipio pa3pabOTaHHBIX HAMHU KaJlbKYJISTOPOB OLIEHUM Yy JaHHOW MAIlMEHTKH PUCKU
JETAJILHOTO McX0/a, pa3BuThs yctoiuusoil KT u XCH.

1) Huoexc remanvrocmu.

(CPFx0,127) + (@B JDKx0,374) + (DK XCHx0,05) +
+ (Yem 2KTx0,208) — (MAx0,175) — 0,017=
=0+0+0+0+0-0,017=-0,017,

umo menvute 0,33. Takum obpazom, puck cmepmu y 3moti NAYUeHmMKU MUHUMATLEH.

2) Hnoexc pucka pazsumus ycmotiuugou KT

(n/yKTx0,244) + (II11x0,633) + (II3PIDKx0,197) + (0agnocmux0,216) —
— (MAX0,240) + (06mx0,201) — 0,104 =
=1x0244+0+0+0+0+0-0,104=0,14,

umo menvute 0,4 u coomeemcmayem MUHUMATLHOMY PUCKy passumus ycmotiuugotl JKT.

3) HUnoexc pucka pazeumus XCH:

(I1I1x0,718) + (0asnocmsx0,398) + (KJPJDKx0,173) +
+(®B IDKx0,025)+ (CPFx0,321) — 0,057 =
=0+0+0+1x0,025+0-0,057=0,025-0,057 =-0,032,

umo menvute 0,4 u 2o6opum o mom, umo puck passumusi XCH y nayuenmxu MunumaieH.

Taxkum obpasom, npocHo3 y 3moti nayuenmky 01a20NPUAMHbLI, NOKA3AHUL K UMNJIAHMAYUU

UK][ na oannvlii momenm Hem.
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3.7.2. Pa3BepHyTas apuTMu4eckas popma

Mauuent /., 22 roga, moctynun B otaeneHue kapauosnorun OTK B oktsiope 2014 .
c okajo0amMM Ha DSMHU30[bl KPAaTKOBPEMEHHBIX (HE Ooyiee MHUHYTbI) CHHKOMNAJIBHBIX U
MPECUHKOMATBHBIX COCTOSHUM (KOTOPBIM MPEAIIECTBYET OILIyIIEHUE CepALeOneHHs, C MaACHUEM,
0e3 yTpaThl aMsITH B CYJIOPOT, CO CJIOB OKPY’KAIOIINX) U OIIYIICHUS TepedoeB B paboTe cep/aia Ha
¢oHe wmnM cpasy mocie 3HAUMTENbHOW (u3nyeckol Harpy3ku (urpa B OackerOon, e3ha Ha
BeJocuIiesie, OpicTpast Xo1p0a).

Cemeiinblii anamue3 otsromieH no BCC (4 ciywyas BCC B Bo3pacte o 50 ner), uto cpasy
e, B COBOKYINHOCTH C ajloOaMH, 3aJaBajlo0 BEKTOpP IHATHOCTHUYECKOMY IIOMCKYy B 00JacTb
MEPBUYHBIX N'€HETHUYECKHU NETEPMUHUPOBAHHBIX Kapauomuonatuii. B 2010 r. mpu xonrepoBcKoM
mouutopupoBanuu OKI' BmepBble 3apeructpupoBano okoio 1000 XOC (mansiii kputepuit
ANIDK). Yxynmenue coctosiHus ¢ uioHS 2014 r., Korja MOsIBUJIMCH BBIIICYKAa3aHHBIE KaJIOOBI.
B cenTs6pe amMOymatopHO OBLIM BBIMOJIHEHBI CyTOuyHOe MOHUTOpupoBanue OKI' mo Xonrepy
(4000 2)K2C), MPT ronosroro mo3sra (0e3 marosorun) u 931" (CHUKEHHBIH MOPOT CYJIOPOKHOMN
AKTHUBHOCTH).

Ha 9KI npu nocrymieHuu (pucyHok 51) obpamanu Ha ceOss BHUMaHUE HU3KUNA BOJIBTAX B
OTBEJICHUAX OT KOHEYHOCTEH, HeraTUBHBIE 3yOubl 7 B OTBeACHUAX ¢ V) mo Vs (0onbIoit Kpurepuii
AJIITXK), a Takxe m3MEHEHHUs] KOHEYHOM yacTh koMmruiekca QRS B Vi, He sBIsOMMEC TAMTUYHON &-
BOJIHOM, OJIHAKO HABOJSIIME HA MBIC/Ib O HU3KOAMIUIUTYIHOW BBICOKOYACTOTHOM aKTHBHOCTH, YTO
u 6bu10 moarBepxkacHo npu IKIT BP: Beisanens! [IIDK mo aBym kputepusm (Manblii Kputepuid
AJITTK). Kpome Toro, oOpamany Ha ce0ss BHUMaHUE U3MEHEHHUS BOCXOIAIIETO KOJIeHa KOMIUIEKCa
QRS no tuny nenpTa-BONHBI B OTBEJCHUU V4, B CBA3M ¢ ueM naiueHTy Obuia nposeaeHa UITICC:
JAHHBIX 32 HAJUYME JIOMOJIHUTEIBHOIO IPEACEPIHO-KEITYA0YKOBOIO COECJUHEHMSI HE IOJIYUYEHO.
TakuMm 00pa3oM, Ha JaHHOM 3Tane 00CeOBaHUs Y MallMeHTa YK€ UMEIUCh OJUH OONbIION U Ba
Manbix kKpurepusi AIITK, 4To cooTBETCTBOBANIO JOCTOBEPHOMY TUATHO3Y .

IIpu cyrounom monutopupoBanuu IKI' mo Xonrepy Ha «umctom» ¢one (pucyHok 52)
perucTpupoBaiuch noiautonHele (He MeHee 3 Mopdomoruit) XKOC, Bcero 15569, 1420 mapHbIX, 10
885/4, 151 sammzon ObicTpoii HeycroitunBoi XKT, ¢ YCC mo 230 ya./mun (Makc. 13 ¢).

[Ipu IxoKI" KJP JIK 5,7 ecm, MXKII 1 cm, 3C 0,9 cm. @B 59%. III1 85 mn, JIIT 75 wmm,
[13P ITK: 3,0 cm. Knananusiii annapar 6e3 rpy6oii matosoruu. HuxHss mosnas BeHa criajaeTcs
Ha Broxe. OOpamaer Ha ce0s BHHUMAaHUE YPE3MEPHO BBIPAKEHHBIN TpalekysipHblid cioit [DK
U YTOJIICHHBIN U HECKOJIBKO JUCTOMUPOBAHHBIN MojepaTopHbiil mydok. Tommuna [DK yBenuuena

0 & MM.
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Pucynok 51. KI' u DKI" BP nauuenta /I.
(mosicHEHUsI B TEKCTe)

Hee

1w

161 ya/ sk

10 sa/mB, 25 ms/ces

Tt 2ay 125 Fr2— 205 P (babs 36 YT 20} L i 125 [RELES b 1]

19:28.25

19:28:26

19:28:24

19:28:23

19:28.20 19:28 19:28:22

Pucynok 52. ®parment cyrouHoro monuropuposanust IKI' mo Xoarepy manuenra /I,

(mosicHEHUsI B TEKCTe)

IIpu MPT cepana: KJIO IDK 160 M1 KJIO/BSA = 80 m/m?, ®B ITK 40% (N 47-80%),

YTO COOTBETCTBYeT Oonbuiomy kputeputo AJIIDK, Ha ypoBHE BepXyIIKM MHUOKapJ HCTOHYEH, C

IpU3HAKaMU «HAIoJ3aHus» snukapauansHoro skupa. ®B JDK 44%. B panHiolo u MeHee

HUHTCHCUBHO B

MO3JHIOI OTCPOYCHHBLIC (1)3351 KOHTPAaCTUPOBAHUA OTMCYACTCA BBIPAKCHHOC
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cyOsnuKapaMaIbHOE HAKOIJIEHHME KOHTPACTHOIO Ipenapara B Oonbllied CTENeHW IO 3aJHEH,
6oxoBoit crenkaM JDK Ha cpeHeM M HUKHEM YPOBHSX, a TaKXKe MHTpaMuokapauaibHo mo MIKII
TaKk)Ke B CPEIHUX W HWKHHUX OTAenax u mo nepeanei crenke IDK B TapOekynspuoit wactu. [ns
YTOUHEHUS] MPUPOJIBI CYOSMUKAPIUATBFHOIO HAKOIUIEHUS KOHTpAcTa MAIMEHTY ObLT BBIIOJIHEH
aHaJIU3 KpoBU Ha aHTHKapaAuaiabHble AT (AH® ner, ATO 1:40, AT KMI] 1:40, AT 'MK 1:80,
At BIIC 1:80) u ypoBerp CPB (0 Mr/mi), KOTOpbie OKa3aduch B Tpeiesiax HOpMaJbHBIX 3HAYEHUH.
I'eHoMa KapAMOTPONHBIX BUPYCOB B KPOBU HEe 00apykeHo. TakuM 00pa3oM, y JAHHOTO MaIeHTa
cyOnnuKapaAnanbHOEe HAaKOIUIEHHE KOHTPACTHOTO MpenapaTta sBiseTcs nposiBienuemM camoit AJITDK,
a HE COMYTCTBYIOLIETO MHUOKAPAUTA.

Hasnayen amumomapoH B craproBod g03¢ 600 MI/CyT. ¢ MOCHEAYIONIMM IEPEXOI0M K
nojyepxuBaromiet noze 200 mr/cyt. u meromponona cykuuHaTt 50 mr/cyt. IIpu KOHTpoJbHOM
XOJITEPOBCKOM MOHUTOPUPOBAHUHU Ha (hOHE JICUCHHUs] OTMEUEHA NOJIOKUTENbHAs AuHaMuka: 493 XKOC,
6 mapHbIX, 6 AMMU300B OMreMuHHU. B CBS3M ¢ reMoauHAMHYECKH 3HaunMMon ycroWumBod KT B
aHaMHe3e¢ TalueHTy Obuta BeimosHeHa wMiutanTarmss WK/ Paradym DR 8550, BmocnenctBum
3aperrCTPUPOBAHbl HEOJHOKpATHBIE CpadaThiBaHUs MO TOBOAY mNapokcu3MoB JKT, BO3HHMKHOBEHHE
KOTOPOH1 Yarie Bcero ObUIO0 aCCOLMMPOBAHO ¢ (PU3NYECKHMU Harpy3kamu. Beimonnenne PUA B nanHoM
cilydae OBUIO NPU3HAHO HEIEIecOOO0pa3HbIM BBUAY IOJMTOITHOTO XapakTepa HapyHICHHHA pUTMa U
BBICOKOTO pHCKAa TMOBBIIMICHHUS AJIEKTPUYECKOW HEcTaOWJIBHOCTH MHOKapia C  Pa3BUTHEM
AJIEKTPUYECKOTO ImTOpMa. B manpHeilmem mnamuedty Obiia BbimonaHeHa JIHK-amarnocruka:
oOHapy»xeHa MyTalus B TeHe PKP2, TUIUYHAs [Is1 pa3BEpHYTOW apUTMUYECKON (POPMBI.

B Tedenue mocneaHUX ABYX JIET MAaLMEHT 3HAYUTEIBHO OIPAaHMYMII a3pOOHBIE (PU3UUECKUE
Harpy3Kku, Ha (JOHE 4Yero ero COCTOSIHHE CTaOMIM3UPOBAIIOCH: aJleKBaTHBIX cpabateiBaHuit NKJI
HE OTMEYAJIOCh.

C momotrpio pa3pabOTaHHBIX HAMU KalbKYJISTOPOB OIEHHUM PHUCKH JIETAIbHOTO HCXO0[a
u XCH.

1) HUnoexc nemanvrocmu:

(CPEx0,127) + (@B JDKx0,374) + (OK XCHx0,05) +
+ (Yem JKTx0,208) — (MAx0,175) — 0,017 =
=0+0+0+0208-0-0,017=0,191,
umo menvute 0,33. Takxum o6pazom, puck cmepmu 8 OGHHbINU MOMEHM MUHUMATLEH.

2) MUnoexc pucka pazsumus XCH:

(I111x0,718) + (0asnocmsx0,398) + (KJPJDKx0,173) +
+(®B IDKx0,025) + (CPEx0,321) — 0,057 =
=0,718+0+ 0,173+ 0,025+ 0—-0,057 = 0,859,

umo 6onvue 0,4 u 2o6opum o evicokom pucke passumusi XCH y nayuenma.
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3.7.3. AIIIZK ¢ nporpeccupyromeiit XCH

Boabnas E., 22 roma. C 20 ner (magamo 2009T.) 6e3 BUAUMBIX TPUYMH TIOSBUJIACH H
Hapactana oapimka. [Ipu o6cnenoBannu B PKHIIK (o manaeiv OxoKI™ 1 MPT) nocranen nuarHos
JKMIL. [Ipu Xx0AT€pOBCKOM MOHUTOPHUPOBAHUN PETUCTPUPOBATIMCH yMepeHHO yacTtasi JKOC, anm30/bl
HeycroiunBoi JKT. CrycTst monrosa, HECMOTPST Ha TIPOBOIUMYIO KapIMOTPOITHYIO U TUYPETHUECKYIO
TEpamnuio, BCTAJl BONPOC O TPaHCIUIAHTAIMU CEplla, B CBS3M C YeM MallMeHTKa Oblla HalpasiieHa B
PHIIX umenn axazn. b.B. IlerpoBckoro, oaHako OT rOCHMTAIM3alMy OTKa3bIBalach IO KOHIA rOJa,
KOIJIa COCTOSIHUE PE3KO YXYALIWIOCH: 3HAUUTEIILHO HAPOCa OABIIIKA, MOSBUIACH OTEKH U acuuT. B
auBape 2010 r. rocnuranu3upoBaHa B KpailHE TSKEJIOM COCTOSIHUM M 4Yepe3 2 JHA Horudna Imnpu
ABJICHUSIX KapJUOT€HHOTI'O IIOKA.

Ha JKI' (pucynke 53) oOpamaer Ha ce0si BHMMAaHUE pPE3KOE CHI)KEHHE BOJIbTaXKa
komriekcoB QRS, monnas 6nokaga ITHIIT, orpunarenshsie 3yOusl 7 B o1B. Vi-Vs. [Ipu IxoKI —
peskoe camxenue OB JIK (17%) npu nHopmansHbix ero pasmepax (KAP 5,0 cm), JIIT 51 mu, T 57
i, pacmmmpenne DK ¢ TP 3-4 cr. B orcyrctBue mnpuszHakoB TOJIA W 3HAUMMON JE€rOYHOU

runeprenszun (CIJIA 27 mm pT. CT.).

[
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Pucynok 53. IKI' nauuentku E.

(nmosicHeHUsI B TEKCTe)

Haubonee BCPOATHBIM  MPCACTABIAIIOCH Pa3BUTUC  TKCJIOO0 BHUPYCHOr0O  MHOKapauTa.
HevictBuTenbHO, Tipu uccienoBanu Muokapaa merogom IIIHP BwisiBIeH reHom Bupyca reprneca 6
tuna. OnHako mMpu MOP(OTOrHYecKOM HCCJIeJOBAHMM CepAla, Hapsay ¢ JIMM(OTUCTHOLUTAPHOM
UH(UIBTpaue U eTMHUYHBIMHA «BUPYCHBIMIY KieTkaMu B JUOK, BBISBIECHBI MPAKTHUECKU TOTAIHHOE

¢dubpo3HO-KUpoBOe 3amernieHre Muokapaa DK (wiomank COXpaHHOTO MHOKapaa MECTaMH MEHee
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25%) c oOpa3oBaHHEM COEIUHUTEIILHOTKAHHBIX CEMT, IMPOCIOWKM >KMPOBOW TKAaHM B KJIAlaHaX
(pucyHnok 42) Takum 00pa3om, MPUUUHON OYPHOH JTeKOMIICH AU Y 001bHOM ¢ HecomHenHon AJITDK
(2 GonpUIMX KpUTEpHs M | Maiblii) B MOCIIETHAE MECSIIBI )KU3HHU CTAJIO, TI0-BHUMOMY, TIPHCOSTMHEHUE

OCTPOr0 repruneTUICCKOro BUpyCHOro MUOKapauTa.

3.7.4. AAIIK B couerannu ¢ HKM

boabnass W., 34 roma, Bnepseic moctymwia B OTK 02.12.2013 r. ¢ sxamobamu Ha
omyteHue nuckomdopra Ha mecte umruiantauuu UKJ[ B Tedenue 5 aHei, nepuoandeckue OTeKu
HOT, ¢J1a00CTh, HEJTOMOTAHHE.

N3 anamHe3a: ceMeilHBII aHaMHE3 OTATOUICH 110 AayTOMMMYHHBIM 3a00JI€BaHUSM
(y marepu — IgG4-accounupoBaHHbIi ayTOMMMYHHBIA TAHKPEATHUT TSKEIOro TeueHus). B Bozpacre
2 JIeT AMarHOCTUPOBAaHA TPOMOOIUTONECHUYECKAs MypITypa, TMPOBOAWIACH Teparus MPEIHU30I0HOM;
cocTosIa Ha yd4eTe y remarosora. BmepBeie Oonmu B obnactu cepama BozHukiau B 2000 r., He
obcnenoBanack. B 2003 r. mocne mepeHeceHHON BUPYCHOM HMH(MEKIMH CTalla OTMEYaTh YCUJICHHE
3arpyJUHHBIX ~Ooyiel, mosBiIeHUEe onblku. [Ipoxomuna obOcnegoBaHue, PEKOMEHIOBAHO
nuHamuueckoe HaOmoaeHue. [Ipu IxoKI™ ot 2005 1. BBISBICHBI MPOIANC MUTPAILHOTO KJlamaHa C
peryprutauueit I crenenn, nunarauus JDK co cHmwkennem @B no 42%. [lanee exeronHo
npoxoamia oocnenoanne, @B He cHmkanack. C 2007 r. Ha pOHE MCUXOIMOIMOHAIBHOTO CTpecca,
NEepeyTOMJICHUS] OTMETUJIA TOCTOSIHHBIE KOJIIOIME OOJM B JIEBOM IOJIOBUHE TPYJHON, yCUIIEHHE
onpriku. B anpene 2008 r. o6cnenoBanack B HIICCX umenn A.H. BakyneBa: OxoKI' — @B 43%,
pacmupenue JOK; cuunturpagus — @B JIK 42% u ymMepeHHOE CHHKEHHE HAKOIUICHHs TpenapaTa
B obmactu MXKII. luarnoctupoBana JIKMII. [Ipu cyrounom monutopupoBanuu DKI' — 865 XKIC
3 Ttunos, »nu30n0B KT Het. [Ipu xopoHapoanruorpaduu usMeHeHH He BbIsBIeHO. [IpoBeneHa
MO3UTPOHHO-AIMUCCHOHHAsI TOMOrpadusi MHOKapJa: yMEpEeHHOe CHIDKeHHe nepdy3uu u
MeTabonm3ma TIoKo3bl B obmactu cpeaaux MOKIT oOycrmoBieHO BeposiTHEE BCEro JIOKAIbHBIM
MCTOHYEHUEM WM JOKAIbHBIM (prOpo3om Muokapaa. HazHaueHsl mpecTapiyM, KOHKOP, TIPEAYyKTaI,
dbypocemun, Bepoumnupod. [Ipu OxoKI™ ot 2012 r. ®B 38%, nunaramust oboux >xemynodkoB. B
cenTsi0pe 2013 r. B CBS3M C SMU30/I0M MOTEPH CO3HAHUS MPOBEICHO XOJTEPOBCKOE MOHUTOPHUPO-
Banue ODKI' — 2048 J)KOC 3 mopdonoruii, a Tarxoke snu3on ycroitunBoit XKT npoaomkuTebHOCTHIO
1 mun; 30.10.2013 r. 8 HHCCX umenn A.H. bakynesa ummnantuposan MK/,

Hakanyne soimonmnena MPT cepama (pucyHok 16) smukapAuanbHBIA SKHP YTOJIICH IO
nepeaneit crenke IDK u 3apneit JDK, ¢ npuszHakamu «Hanon3zanus» Ha muokapa, K/IP JDK 66 mwm,
KO 243 mn, ®B 41%, noBslilieHre TpaOEKyISIpHOCTU (BEPOSITHO, 3a cUeT AekommneHncauun), K/IP
IDK 48 mM, unnpekcupoBansbiidi KO IDK 115 MJ'I/MZ, ®B 25%, y4acTKM THINO/IUCKUHE3NH

nepenHeit crenku [DK, B paHHIOI0 1 037HIOI0 (a3bl — cyO3NUKapAUalibHbIE YYaCTKU HAKOIUICHUS
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ragonuHus Ha BceM npoTspkeHun JIK (apredaxt?), 8 MXKII co croponsr IDK u mo crenkam I1XK;
MUOKapJl NMpeAcepAril HE HCTOHYEH, C BBIPAXKEHHBIMHU IpH3HAKaMU (UOPO3HBIX HW3MEHEHHH IO
BceM creHkaMm. Muokapaut? JAKMII? AJIIDK? Hexommnakteii muokapa? MP-tomorpammsl
KOHCYJIBTUPOBAHBl  TPod. B.E. Cunu1bIHBIM: MP-kaptiHa ~ He  XapakTepHa Ul
noctMuokapautudeckux uaMenenudt wimm  JAKMII. Kaprtuna AJIIDK (B cooTBercTBUU
¢ obHoBiaeHHbiMH KpuTepusimu TFC-2010) ¢ npusHakamu ¢(ubpo3a cBobogHoi ctenku [DK
B COYETAHMM C HEKOMNAKTHOU Kapauomuomnaruei. [loctynuna B ®TK.

IIpu ocmotpe: TOHBI cepama putMuuHbl, scHele. YCC 60 B muH, Al 90/60 pr.cT.,
IPU3HAKOB 3aCTOs MO OOJBIIOMY KpYyry HeT. AHTHKapauajibHble AT: AH® 1:320, ATO 1:160,
ATKMI] 1:160, ATTMK 1:160, ATBIIC 1:320. 'eHoMa kapAHOTPONHBIX BUPYCOB B KPOBU HE
BblsiBIeHO. Ha DKI (pucyHnok 54) cHmkenue BonbTaxa komiuiekca QRS, HeratuBHble T B J1eBbIX
(manerii  kpurepuit AJJIDK) m B HIWKHMX TpyAHBIX OTBEIEHUSX, YTO YyKa3blBaeT Ha

3anHTepecoBaHHOCTb JOK. IIpu OKI' BP Berasnens! DK (mansiii kputepuit AIDK).
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Pucynox 54. OKI" manuentkn U.

(mosicHeHHUsI B TEKCTe)

Ha ¢one mpuema cortamoma 160 mr/cytr. mpu XM — XIC 1700 /cyt., 54 xymiera, oauH
tpumet. [Ipu OxoKI" ®B JIXK 35%, KIP JDXK 6,2 cm, VTI 15,4 oM, JIIT 68 mu, TIIT 49 mi, ITK 4,0 cm.
[Tpu MCKT cepaiia COOTHOIIIEHHE HEKOMITAKTHOTO U KOMITAKTHOTO cioeB 3: 1, pactmpenue [1DK (mo 54
MM), 30HBbI OTCPOUEHHOI'0 HAKOILIEHUs B cpefHEM U cyOsHokapauansHoM cioe JOK. [Iposenena OMb
IDK: cyOsHnokapauansHbeiid unomaros (okono 10% rmutommaam), MUOKapH pasienieH (puOpO3HBIMH
cenTaMy, JTUM(OrucTHOIMTapHble UHWIBTpaThl (Oonee 14 JeToK B Moje 3peHHs1), BaCKyIUT. Takum
00pazom, Bepu(HUIIMPOBaH BUPYC-HETaTUBHBIN MUOKAPAUT; PHOPO3HO-)KUPOBOE 3aMEIICHUE MUOKapAa
cBuaeTenscTBOBAIO B moib3y AJIIDK, oqHako He COOTBETCTBOBATIO KOJIMYECTBEHHBIM KPUTEPHSIM
JMarHosa (IUIola b COXpaHHBIX MUOLMTOB Oonee 75%), 4To MOIJIO ObITH OOYCIIOBJIEHO HEOOJBIIUM

pasmepom OwmonTara. HezaBucumo ot manueix OMb, B mome3y AJIIDK cBuperenbcTBOBaM, Kak
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MUHUMYM, | Oosbmioil kputepuil M 2 ManbIX (IoctoBepHbld auarHos3). Kpome toro, mpu JHK-
JUATHOCTUKE BBISIBIICHA MyTalus CIUIalicMHra B reHe DSP, uTo SIBISIETCs €Ile OJHUM OOJIbIINM
KPUTEPUEM.

ITo cemeiinbiM oOctosTenbcTBaM marieHTkn MICT Obuta HauaTa HE cpasy, B MapTe ObLia
OTMEUYEHA CIIOHTaHHAas HopMainu3auust TUTpoB AT (Tabmuua 60); mpu OTCYTCTBUU KIMHUYECKOTO
yxyamennss UCT He Ha3Hauanach 10 BecHbl 2015 T., KOrma 3aMeTHO Hapocia OJIbIINIKA, MOSBUINCH
oreku, otmeueHo cHmkeHue @B JDK no 30% wu Bo3pacTaHue TUTPOB aHTUKapAUAIbHBIX AT; KpoMme
TOrO, JBaXIbl OTMeueHbl ompapaanHbie Mmoku MKJ[ mo moBomy XT ¢ UCC 210/mMuH, omuH w3
npuctynoB KT 3apeructpupoBan Ha OKI' (pucynok 54); uucio XXIC no nanaeiM XM npessicuiio 4
ThIc. COCTOSIHME PaCIIEHEHO KaK O0OOCTpPEHHE XPOHMYECKOro MHOKapauTa, Hauata aktuBHas MCT
(MasIble 103bI METHUIIPEIA, A3aTUOIPUH) C JOCTH)KEHHEM OTYETIIMBOTIO KIIMHUYECKOI'O U JJaOOpaToOpHOTo
spdekra, OB crabunuzupoanack Ha ypoBHe 40%. CoTtanon 3aMeHeH Ha KopAapoH. B Hacrosiuee
BpEMSl COCTOSHME MAlMEHTKH Ompenensercs He croibko mnporpeccupoBanuemM AJIIDK, ckombko

CTCTICHBIO aKTUBHOCTHU COITYTCTBYIOLICTO MUOKapAWTaA.

Tab6smua 60
Teuyenne 3a0oeBanus y nanuentku U. B mepuoa ¢ 2013 mo 2016 r.
Jexadpb Maprt Anpenab SluBapob
[Mapametp
2013 r. 2014 r. 2015 r. 2016 r.
AH® 1:320 1:40 1:80 HET
ATO 1:160 1:80 1:80 1:80
ATKMII 1:160 1:80 1:160 1:80
ATIMK 1:160 1:80 1:160 1:80
ATBIIC 1:320 1:80 1:160 1:80
OppImka / OTéKH ++/ - +/+ +++/ ++ +/+-
OB JIK 32% 35% 30% 40%
UK]I (cpabaTbiBaHus —
- - 2 paza -
XKXT)
AHTHapUTMHYECKAs
cotanon 160 mMr/cyT amuoaapoH 400 Mr/cyT cortason 160 mMr/cyT
Tepanus
bazuchHas Tepanus azaruornpuH 150 mr/cyT METUJIIPEIHU30I0H
HET HET
MHOKapanuTa METHIITPETHU30JIOH 4 MI/CYyT 8 Mr/cyT

Paccuumaem npu nomouwiu Hauteco KalbKyasimopa pucKk cmepmu.
(CPBEx0,127) + (®B JDKx0,374) + (K XCHx0,05) +
+ (Yem JKTx0,208) — (MAX0,175) — 0,017=
=0+0+0,1+0208-0,175-0,017 = 0,116,

umo menee 0,33, m.e. puck 1emanbHO20 UCX00A HA OAHHBIU MOMEHM MUHUMATIEH.
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I'JIABA 4. OBCYXJIEHHUE PE3YJIBTATOB HCCJIEAJOBAHUA

B nanHoil rmaBe OyIyT MpoaHaTU3WPOBAHBI MPEAJIOKEHHAS KIMHUYECKas KilaccuuKaius
AIIDK, ocobenHoctu TeueHHs] 3a00JIeBaHMA Yy NAIMEHTOB C Pa3jIMYHBIMM KIMHUYECKUMHU
dopmamu AZIIDK, ponb COMyTCTBYIOLIETO MHOKapIuTa, MOAXOJbl K KOMIUIEKCHOMY JICUEHHUIO
MAlMeHTOB B 3aBUCHUMOCTH OT KIWHWYECKOH (HOpPMBI, (pakTOpbl HEOIArompHUsITHBIX COOBITHH, a

TaK)Ke€ BOIPOCHI, KOTOPbIE TPEOYIOT JaJIbHENUIIIETO U3yUEHUsI.

4.1. Knuanuyeckas kiaaccupuxkanusa ALK

4.1.1. XapakTepuCcTHKa Pa3JIN4YHbIX KIAMHHYecKuX popm AJIIIK

M 0COOEHHOCTH HX AUATHOCTUKHU

Ha ceromusiimmauii geHp Ans OONBIIMHCTBA KapAMOJIOTHYECKUX 3a00JIeBaHUN, B TOM UHCIE
runepTpoGuyeckoil KapJuoOMHONATHH, PECTPUKTUBHON KapIMOMHOIATHH, psSAa KaHAJIOMAaTUH, He
TOBOPS YK€ O TaKUX PacHpOCTpaHEHHBIX 3a0oneBaHusx, kak MBC, runepronnueckas 00Je3Hb H
XCH, umMeroTcst ueTkue oO0enpuHaTeie kiaccudukanuu. B pse ciaydaeB Takux kiaccupuxarmii
HECKOJIbKO, W TPEANOoYTeHHEe TOH WM HWHOW 3aBUCUT OT MPUBBIYEK MNPOPECCHOHATBHOIO
COOOIIIECTBA B Pa3IMYHBIX pernoHax. Tem He MeHee, HecMOTps Ha To, uto AJIIDK Oplna onmcana
KaK camocTrosiTenbHas Ho3onorus Oomee 40 ner Hazax, B 1977 r., enuHas oOmenpuHATas
KJaccugukanus, Kotopas Obl IPUMEHAIACh KIMHUIUCTAMH B MOBCEAHEBHOW NMPAKTUKE, TaK U HE
Obla pazpaboTaHa, XOTsI TaKUe MOMBITKH MpeJIpUHUMAINCh HemnocpeacTtBeHHo Guy Fontaine —
y4eHBIM, KOTOPBII Omucal 3To 3a00JeBaHHeE.

[TepBas mombiTka kinaccuduupoBarh AJIIDK Obuta mpennpunsara G. Fontaine Tonbko B
1995 r. OH 00paTui BHUMaHUE HA Pa3IUYHOES KIIMHUYECKOE TeUCHHE 3a00JICBaHUS U, OCHOBHIBASIChH
Ha JICBITUJICTHEM HaOJIOCHUU BCEro 3a 4 OOJIBHBIMU, TPEIOKII BeIIETUTh Tpu hopmbr AJIITK
(MOMHBI BapuUaHT d3TOM M MOCIEAYIOIUX Kiaccupukamuii mpenctaBieH B riaBe «O630p
JTUTEPATYPBD»):

1) aputmuueckass (Hambonee dacrtas, ¢ ®B JDK >50% wu crabunbHbiM 3ddexTom
AHTHAPUTMHUYECKON TEpaIuu);

2) crabunpHas ¢opma co cHumxkeHueMm cokparumoctu JDK (OB 30-50%) B pesynbrate
(uOPO3HO-KUPOBOTO 3aMEIICHUSI WU PUCOECTUHEHUS] MUOKAPAUTA;

3) nporpeccupyioras mo npomiectsun 10 u Gojee jeT Aerpananus MHOKapAa ¢ pa3BUTHEM
Tsokeno  OuBeHTpukyisapHoit XCH — BcrmencTtBue  OMBEHTPUKYISPHOW — JUMQOIMTAPHOM

uHQUIBTpauu [82].
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[pennoxennas G. Fontaine ximaccuukanust He MOTyYHJIa IIMPOKOTO HCIOJIB30BAHUS B
KJIIMHAYECKOW npakTuke. Ha Ham B3risin, €€ HEeZOCTaTKOM SIBIIAETCS OTCYTCTBUE pa3/iesICHUs
apUTMUYECKOM (DOPMBI Ha JATEHTHYIO U Pa3BEPHYTYIO, YTO MMEET 3HAUCHHE NJISl TUATHOCTHKHU U
BbIOOpa TakTHKH npodunaktuku BCC. B pamkax npeanoxeHHOH Kiaccu(UKaluy HE COBCEM sICHA
pOJIb  COMYTCTBYIOIIETO MMOKAapAMTa B BO3HUKHOBEHMM M IPOTPECCUPOBAHMM  CEPACUHOU
HEJOCTATOYHOCTH, KaK IPaBOXKEIyJOYKOBOW, TaK U JIEBOXKEIYJIOYKOBOM; KpOME TOrO, aBTOp HE
paccMaTpuBaeT BO3MOKHOCTh MPUCOEIUHEHUSI MUOKAPIUTA y TMAlMEHTOB C apUTMUYECKON popMoit
¢ coxpanHoi ®B JDK. He po koHma scHo, ciexmyer iam cuumraTh 3Td Tunel AJIIDK
MIOCJIEIOBATEIBHBIMH MIEPEXOIaMH OT OJJHON (POPMBI K IPYTON MU CTAOMILHBIMU BO BPEMEHH.

Crenyromas knaccudukanus Obuia npemioxkeHa takxke G. Fontaine u coaBT. B 1998 1. Bcero
crycTs 3 rojia mocje MpeablAyIed, OJHAKO CYIIECTBEHHO OTJIMYAIach OT HEE MO CBOEU CTPYKTYpe
[79]. OHa ocHOBBIBAJIACh Ha TOM, IMOPAKEHUE KAKOTO M3 JKEITYJA0YKOB MPpeodiiaaaeT: ObUTH BBIJCICHBI
M30JIMPOBaHHbIE MpaBokenyaoukoBbie Gopmel 1 A/ITDK ¢ npemmymiectBenabiM BoBieuennem JOK. K
IPaBOXKEITyIOYKOBBIM (popmam aBTop oTHec Kinaccuueckyto AJIIDK, 6one3ns Hakcoca, BeHEIMAHCKYIO
KapIMOMHONIATHIO, HEKOPOHAPOTreHHBIN MoabeM cerMeHTa ST B mpaBbIX TpyaHbIX oTBeAcHUsX, KT u3
BeIHOCAIIEro TpakTa [DK, moGpokauecTBEHHbIE TPABOXKEITY I0YKOBBIE SKCTPACUCTOIbI, aHOMAITUIO YIIs,
a taxxke nponanc MK u neapurmudeckne Gopmbl AIIDK. K neBoxenymoukoBeiM ¢dopmaMm OBLIO
MIPEUIOKEHO OTHOCUTH OMBEHTPUKYILIpHYIO hopmy AJIITDK n AJITDK, ocnokHEHHYI0 MUOKapIUTOM.

JlanHast kimaccuuKanys TakKe HE MPUMEHSETCs Ha TMpakTHKe W, Ha Haml B3TJSLA, HE
ABJIIETCS. HU TAaTOT€HETHYECKH, HHU KIMHUYECKH 00ocHOBaHHOM. OHa CcBOAMTCA JIMIIb K
00BETMHEHUIO BCEBO3MOXHBIX COCTOSIHUM, B OCHOBE KOTOpPbIX MOXeT u He jexars AIDK B
COOTBETCTBUU C COBPEMEHHBIMH OOHOBJICHHBIMU KPUTEPUSIMH TUATHOCTHKHU ITOTO 3a00JIeBaHHUS.
Tak, HanpuMep, aHOMaNHs YISl SIBJSIETCSA BPOXKACHHBIM IMOPOKOM CEPJLIA U MPU HEU OTCYTCTBYET
nocrerneHHoe GpuOpo3Ho-kupoBoe 3amenieHne muokapaa [DK u apyrue npusHaku, TUIIHYHBIE AJIs
AJIIDK [65]. Beimenenue mposnanca MK B otnenpHyro kiaumHHYecKyto dopmy AAIDK, ma nHam
B3IJI51/1, HEIIeJIeco00pa3Ho, TaK KaK UCCIIEeI0BaHuE, MPEICTaBIsIoNIee Mpojanc Kak oco0yro Gopmy
AJIIDK [65], BBINONHSIOCH B UTANIBIHCKOM pervuone Benero, sunemuunom no AJIIDK, B cBsizu ¢
YyeM, MO BCEH BUAMMOCTH, M TOJIydeHa CTOJIb BBICOKAs 4YacTOTa COYETAHUsI 3TUX COCTOSHUM.
OueBUJHO, YTO JAJEKO HE KaXAbld MAllMEHT C MpoJiaricoM Hykaaercss B uckimtoueHun AJIIDK.
Bbi3biBaeT Bompoc, ModeMy BEHELMaHCKas KapJuoMuomaTHs BooOmie Obljla OTHeceHa K
M30JMPOBAHHON TMpaBoxenyaoukoBoit ¢opme AJIIDK, mockoabKky W3BECTHO, UYTO A HEe
XapakTepHO 00JIbIIOe KONIMUECTBO cirydaeB ¢ BoBieueHueM JIK [149]. Takke BbI3bIBaCT HEMAJIbIE
COMHCHHS BHECCHHE B JaHHYIO KJIacCH(UKANHMIO B KadecTBe OTACHbHBIX (Gopm AJIIDK Takmx
COCTOSIHMM, KaK HEKOPOHAPOT€HHbIM MoabeM cermeHTa ST B MpaBbIX TPYIAHBIX OTBEICHUSX,
Taxukapaus w3 BeIHOcsmiero Tpakra [DDK wu  nmoOpokadyecTBeHHas MPaBOXKETYIOUKOBAS

OKCTPAaCUCTOJINA. Be3y0J'IOBHO, B OTACIBHO B3ATBHIX CJIy4dasaX B OCHOBC 3THUX COCTOSIHUM MOXKET
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nexats AJIIDK, ognako mpuuucnenue k AJIIDK Bcex manueHTOB ¢ MOJOOHBIMH KIMHUYECKUMHU
IPOSIBJICHUSIMU TPECTABIIETCS HAM HEJIOCTAaTOYHO 000CHOBaHHBIM. KpoMe Toro, aBTOphl JaHHON
KJaccu(UKaUy  JOMyCKAlOT HAJIWYHE COIMYTCTBYIOMIETO MHOKapIuTa JHIIb B OJHOW U3
neBokeny1oukoBbix AJIDK.

B dyem ke 3akio4aeTcs CIOXKHOCTh pa3pabOTKU KIMHUYECKOW KIACCU(UKAIMM STOTO
3a0oneBanua? Camol OYEBHIHON NPUUYMHONW MOXKET IOKA3aThCSl €0 OTHOCHUTEIHHO HEBBICOKas
pacnpoCcTpaHEHHOCTh B MOMYJISIIMU, OJHAKO MPOJEMOHCTPUPOBAHHBIE B 0030pe JHUTEpaTyphI
coBpeMeHHbIe aaHHble 0 BcTpeuaeMoctd AJIIDK nenator sty mpuumHy manioBeposiTHou. Kpome
TOTO, CYWIECTBYIOT KJaccH(UKalMM HE MEHee peaKuX 3abosieBaHU, Hampumep, oOUIeTpUHSTAs
TeHETUYECKH U KJIMHUYECKH OOOCHOBaHHAs KiaccH(UKaLUs CHHApPOMA YAJMHEHHOTO WHTEpBaia
QT, X0oTs OTACNbHBIC €T0 THIIBI, Takue, Kak cuHapoMm Tumotu (LQTSE), BcTpeuaroTcst kpaiiHe peaKo.
Ha ceronssmHMil 1€Hb CyHIECTBYET HECKOJIBKO KPYIHBIX peructpoB manueHTtoB ¢ AJIIDK n nx
POICTBEHHUKOB: 3TO ceBepoaMmepukaHckuii peructp Johns Hopkins University ARVD/C Registry
(JHU), Bemymmiics ¢ 1999 r. u HacuuthBarommii Oosiee 500 dYelloBEK, TOJUIAHICKHA PETHCTP
(Interuniversity Cardiology Institute of the Netherlands, ICIN), Bkmogaromuii B ce6s1 oxono 490
YEJIOBEK), ¥ UTANBSHCKHA PEerucTp, B KOTopblii BxoauT okoio 300 genosek (University of Pavia).
Tem He MeHee HUKTO M3 HCCleoBaTeNlel 3a MpOILEe/IIne 1Ba JECATHIECTUS HE MbITAJCS BHIABUHYThH
knaccudukanuro AJITDK.

ITo Bceld BHAMMOCTH, ATO CBSI3aHO C TE€M, YTO CpeIud OOJBIIOTO 00BbeMa CTaTHCTUYECKOU
uHbOpMaIMK O TAIlMeHTax, KOTOpble HAOIOIAl0TCS Y Pa3HbIX Bpauel B pa3HbIX rOpoAax, TepseTcs
U CTUpaeTcd MPEICTAaBICHWE O KIMHUYECKOM KapTHMHE M TEUYEeHHUU 3a00JIeBaHMsl y KaXA0ro
KOHKpeTHOro OonbHOro. B Hamiem peructpe, KOTopwlii co3naH B mpenenax DakyabTeTCKON
TepaneBTuueckoi knmuHuku umenu B.H. Bunorpanosa (®TK), Mbl MokeM JeTanbHO MPOCIEAUTH U
npoananu3upoBaTh TeueHne AJIIDK kak y kaxJ10ro oTAeNbHOTO MalueHTa, Tak U BO BCEH KOropre.
B sTOM MBI BUIMM MPEUMYIIECTBO HAIIEH OTHOCUTEIHHO HEOOBIION BHIOOPKH MPHU COCTABICHHUH
KIIMHUYECKON KIacCU(pUKaIIUU.

IepBas wmaccudukammst AJIDK, npemmokernnas B @TK B 2012r1., ocHOBbIBaach Ha
HaOmoaeHny 3a 15 marmeHTtamMy M BKIIIOYasia B ceOsi TOJIBKO TpH (OpMBL: 1) TUNMYHAS (JaTeHTHas
aputMmmdeckas) hopma (n = 8); 2) ALK c mporpeccupyrolieii cepaedHol HeTOCTaTOUHOCTRIO (11 = 5);
3) pasBepHyTas aputMudeckas ¢opma (n=2). B kaxmoil u3 3tux (HopM YUHTHIBATOCH HATUYIHE WU
OTCYTCTBHE COITyTCTBYIOIIETO MHOKapAUTa, YTO SBISUIOCH OUYEBHIHBIM JOCTOMHCTBOM 3TOM
Kiaccupukanun. Kpome Toro, nomyckasics nepexoji OT OIHON KiIMHUYecKor (opMbl K pyroi, 6omnee
TSDKEJIOW, B paMKax €CTeCTBEHHOTO TeueHWs 3a00JIeBaHMs, XOTS TOMOOHBIX CIydaeB HE OBLIO
npoaeMmoHcTpupoBano. C 2012 r. mo HacTosiiiee BpeMsi HaIll PETHCTP PaCHIMPHIICA 0 54 4eIoBeK C
AJIIDK. OcHOBBIBasiCh Ha COOCTBEHHBIX JTAaHHBIX, TIOJIyYEHHBIX TPU OOCIIEIOBAHNH ATHUX MAIMECHTOB,

MBI IMPOAaHAIU3UPOBAJIN 0COOCHHOCTH KJIMHHUYECKOI'O TeUCHUS 3a00JICBaHH U BBIACTIUIIN 4 OCHOBHBIX
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KJIMHUYECKUX (hOpMBI, KOTOpbIE AETAILHO OMUCaHBI B TJ1aBe «Pe3ynbTarsl ucciaenoBanus». [lomHocThio
npeyraraeMast Hamu Knandeckast knaccudukarnms AJTDK BRITsIIUT ciemyrommmM o0pa3oM:

1. BHe3anmHasi apuTMH4YeCKasi CMePTh KaK €IMHCTBEHHOE KIIMHUYECKOE MTPOSBIICHUE.

2. JlaTeHTHBIH apUTMHUYECKN BAPUAHT:

e HM30JIMPOBAHHAS MIPABOXKEITYJOUYKOBAsl HIKCTPACUCTOIIHS;

® IIPaBOXKEJIyJOUYKOBAs SKCTPACUCTONMS € Anu304aMu HeycTorunBoi XKT;

e IPaBOXEIYJIOYKOBasi 3KCTPACUCTONMs W/miau HeycroiuuBas KT ¢ COmMyTCTBYIOLIMM
MUOKApIUTOM.

3. Pa3BepHyTbHIi apUTMUYECKUIl BAPDUAHT:

e ycroiuubas XT/DXK;

e ycroituuas XKT/DX B coueTaHuu ¢ mpaBokenya04KOBONH HEAOCTATOYHOCTHIO;

e ycroitunBas JKT/®XK ¢ mpaBoXemymTOYKOBOW HEJOCTATOYHOCThIO WM 0Oe3 Hee B
COYETAaHUH C MUOKAPJIUTOM.

4. Bapuanr ¢ nporpeccupyromeii XCH:

® IIPEUMYIIECTBEHHO MMPABOKETYJOUKOBAsi HEJOCTATOYHOCTb;

o OUBEHTPHKYJSIpHAs cepAcyHast HEAOCTATOUHOCTb;

e TpPaBOXKENIyJ0YKOBash WIM OWUBEHTPUKYJSIpHAs CepAeYHas HEJOCTAaTOYHOCTh IpHU
HaJIU4YUH MUOKapJIUTA.

5. Coueranue AJIITK ¢ HekoMIaKTHBIM MHOKapaoMm JI7K:

e apurMmuyeckas popma 0e3 nposiBinenuit XCH;

e OMBEHTPHUKYJIApHAs CepJeUHas HEAOCTATOYHOCTb;

e coueranne AJIIIDK, HeKOMIaKTHOrO MUOKapJa U MUOKApAMTA.

6. Heapurmuueckas ¢popma AJIIK:

e C COMYTCTBYIOIIMM MHOKapJIUTOM;

e 0e3 MHOKapaWTA.

CHauana gayM KpaTKyrO XapaKTepUCTUKY IIEPBOMY U IOCIIEIHEMY BapUaHTaM, KOTOPbIE HE
YIOMHUHATNCh HAMU paHee B CBSI3M C OTCYTCTBHEM TaKHX OONBHBIX B MPOAHATH3UPOBAHHOM
perucTpe, HO, Ha Hall B3TJISA, JOJDKHBI OBITH BBIIENEHBI KaK CAMOCTOSATENBHBIC KIMHHYECKHE
¢dbopMbI OOE3HH.

BHesanHas apuTMuyeckas CMEPTh KaK €IMHCTBEHHOE KiIMHWYeckoe mposiBieHue AJIIDK
ABIIIETCS CaMOCTOATENbHOM (QopMoii 3a00neBaHUS, MOCKOIBKY MOXET OBbITh TEPBBIM H
€IMHCTBEHHBIM MposiBlieHneM Oose3Hu. [lo manHbIM paznuunbix ucciaeaoBanuii [71, 195], y 20%
JIOJIEH, YMEPIIUX BHE3AITHO B BO3pacTe 10 35 JeT, IpHU ayTOICUU BBIABIISIFOTCS TMCTOJIOTMYECKUE
npuszHaku AJIIDK; B psane ciayyaeB mpu BCKPBITUM MOXET BOOOIIE HE OOHAPYKUTHCS KaKUX-JIHOO

W3MEHEHUN cepana Jaxe MNpH THATEIHbHOM THCTOJIOTHYECKOM HCCIIEIOBAaHUM, TOTJA IUArHO3
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ANIDK xak npuunHa BCC Moxer ObITh BepU(UIUPOBAH JMIIL MPHU MOMOILIM MOJIEKYJISIPHOU
aytoncuu (nmocmeptHoit JIHK-auarnoctukm).

Heapurmuaeckast ¢popma AIIDK Taroke siBisieTcs OTAENBHOM KiaMHUYecKo ¢opmoin. OHa
NOJPa3yMeBacT OTCYTCTBHE Yy MAIMEHTOB JKEIyJOYKOBBIX HApYIICHHH PUTMA, OJHAKO HMMEIOTCS
JMArHOCTUYECKUE KPUTEPUU U3 APYIHX rpymnil. [IpuHATO cuMTaTh, YTO y 3THX JIML UMEETCSI CKPBITHIM
apUTMOTEHHBIN cyOcTpaT [79], B cBsi3u ¢ yeM crparudukanus pucka u npodpunaktuka BCC y atux
OOJIEHBIX SIBIISIFOTCS BAXKHOW 3a/1a4eid, TpeOyromiel nanbHeinero nzyuenus. Kpome Toro, koraa peds
UJIET O TuarHocTuke Heapurmuueckor popmbl ATDK, HykHO puHMMAaTh BO BHUMaHUE TOT (DaKT, 4TO
TFC-2010 ne sBistt0TCSI a0COMIOTHBIMU U KaXK/IbIi M KpUTEPUEB 00J1a/1aeT CBOEH YyBCTBUTEILHOCTBIO U
crieruaHOCTBI0. B HacTosmee BpemMs Mbl HaOMIOaeM HECKOJIBKO «HEAPUTMHUUECKUX) MAIMEHTOB C
noctoBepHbiM quarHo3oM AJIIDK cormacao TFC-2010, B ToM uyucie MOXHUIOrO OONBHOTO, OJUH W3
ceiHOBer koToporo ¢ DKI-npusnakamu AJIIDK ymep BHe3amHO, OTHAKO B CBSI3U C MX HEOOJBIIMM
KOJINYECTBOM MBI HE BKIIFOYAIH MX B JAHHOE UCCIICAOBAHHUE.

HauGonpmmii npukiIagHoOd HMHTEpeC MPEACTABISIOT WMEHHO 4 KIMHHYECKUX BapUaHTa,
paccMoTpeHHbIX B riaBe «PesynbraTel». [Ipexne Bcero, HEOOXOAMMO OTMETHTH IPOCTOTY
pasrpaHUUYEeHMs] TUX KIMHUYECKUX (POPM M 0YEBHIHOE IIPAKTUYECKOE 3HAUCHHUE UX BbIJICIECHUS.

[IpuHagne)KHOCT TAalMEHTa K TOW WIM HMHOW KIMHMYECKOW (opMe JaeT BO3MOXKHOCTb
NPOTHO3MPOBATh JalibHENIIee KIMHUYECKOE TeueHHe 3a00JeBaHMs M, UCXOJS M3 3TOro, BbIOpaTh
ONTUMANIbHYIO TakTHKY BeneHus u npoduinaktuk BCC. Tak, O0JBHBIM C JTATEHTHOW apUTMHUYECKON
dopmoii  1enecooOpasHO  OrpaHMYMTHCA  HA3HAYEHHEM AHTHAPUTMHYECKOW Tepanuu  W/Win
npoBeaeHneM PYA apurmorenHoro (okyca B ciydae dactoi MoHoTomHou JKOC. Ilammentam c
pa3BepHYTOM apUTMUYECKOW (POPMOIA, KpOME MEIUKAMEHTO3HOTO M WHTEPBEHIIMOHHOTO JICYCHUS
apuTMui, nokazana nmmtantaus MK/, Tak kak oHM npuHauiexar Kk rpymnmne Beicokoro pucka BCC.
ITpu Benenum GompHbIX ¢ AJIIDK ¢ mporpeccupytomeit XCH ummu coueranuem AJIIDK u HKM,
nomumo umiutantaiu K], neuenns XCH u napymieHuit putma, HEOOXOIUMO YACTUTH 0CO00E
BHUMAHHUE JUArHOCTUKE U JIEYEHUIO COIyTCTBYIOIIETO MUOKApAMTa, B CBA3U C €r0 BHICOKOW YacTOTOM
IPH ATUX KIMHUYECKUX (popmax.

Ecnu roBopuTh O J€4EHUH COMYTCTBYIOIIETO MHUOKapaWTa B 1eioMm, HazHadyeHne WCT
nenecooOpasHo npu nodoit kuanueckoit popme AJITDK (3TOT Bompoc OyAeT AeTalbHO PaCKPHIT
HIwKe B naparpade 4.2). [IpoBeaeHne TpaHCIIIaHTaLMU cepAua nokaszaHo namuentam ¢ AJIIDK B
cinydae pa3Butus pedpakrepHoir XCH niam HEKOHTPOJIMPYEMBIX JKU3HEYTPOKAIOLIUX HapylIeHUN
pUTMa MO THIY SJIEKTPUUYECKOrO INTOpMa, 4YTO Hambosiee yacto BcTpedaercs mpu AJIDK c
nporpeccupyromeit XCH u B couerannn ¢ HKM.

[lono3penne Ha onpeneneHHbli kauHUYeckui BapuanT AJIIDK mo3Boisier o4epTuTh CHEKTP

3a00JIeBaHU, C KOTOPBIMH CIIEIyeT MpPOBOMUTH JU(PQPEpPEHIHAIBHBIA AUarHo3. Tak, JaTeHTHYIO
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apUTMHUYECKYIO (hOpMy B TIEPBYIO OYepe/b Hy>KHO TU(QepeHInpoBaTh ¢ H30JIMPOBAHHBIM AKTUBHBIM
MHUOKapAUTOM U uauornatudeckor XXIC; pa3BepHYTYI0 apuTMUYECKYI0 (GOpMYy — C KaHAIONATHUSIMHU,
NBC, n30m1poBaHHbIM aKTUBHBIM MuokapauTtoM, nauonarudeckon XXT; A/IIDK ¢ nporpeccupyromeit
XCH — ¢ cunapomom JIKIIM uHOW 3THONOTHM, B MEPBYIO OYEpElb, BOCHAIUTEIHHOM, JETOYHBIM
cepaiieMm (TOJIA, xporuueckue pecriuparopHbie 3aboneBanusi), a coueranue AJIIDK u HKM — ¢
n3ompoBanHeiM cuHapoMoM HKM, mepBuunoit JIKMIT u muokapaurom. Takum oOpasom, mpu
KaXJIOW KIMHHYECKON (hopme HEoOXoauMo MpOBOAUTH AuddepeHIanbHblii AUarHo3 ¢ aKTHBHBIM
MHUOKapIUTOM, a pu JocToBepHOM auarHo3e AJIIDK — nckmrouats ero npucoeIMHEHUE.

B 3aBucHMOCTH OT TOTO, K KaKOW KIMHUYECKON (opMe MPUHAIICKAT MAIlUEHT, OTINIaIICS
Bkian pasubix rpynn kputepueB TFC-2010 B muarHoctuky AJIIDK. CocraBuM CTepeOTHITHBIM
KJIMHWYECKHUIA TOPTPET MAIMEeHTa MPU KaXKJ0W U3 OMUCAHHBIX (OPM U IIPOAHATH3HPYEM €TO.

JlatenTHass apurtmMuueckasi ¢opma: >xeHmmHa 35 ner c¢ yactod JKOC, snuzomamu
HeycroitunBoit JXKT. Ha OKI' ormeuarorcst HeratuBHbIe 3yOusl 7' B V-V, unu ganee, BO3MOXHO,
MO/I03PEHNUE Ha €-BOJIHY WJIM YBEJIWYEHUE MPOAOHKUTEIBHOCTH KOHEYHOW AKTHUBALMM KOMILIEKCA
QRS 60mee 55 mc. Ocoboe BHIMaHUE AOKHO OOpPATUTh Ha Ce0s1 CHHIYKEHHE BOJIbTaXa KOMILJIEKCOB
QRS. Ha MPT, xak mpaBuno, uHAekcupoBaHHBIM oObeM IDK B mpemenax HOpMBI, OJHAKO
ormeuaetcs cHmwkenne @B 1K B coueTaHWy ¢ MCTOHYEHUEM €TI0 CTCHOK WM THITO-/TUCKHHE3aMH.
Baxnas ponp B nmarHoctuke AJIIDK y Takux namuentoB npunamiexuT JIHK-auarnoctuke.
Heo6xonumo umets B Buay, uro OKI' y manueHToB ¢ JaTEHTHONW apUTMHUYECKOH (OpMOH MOXKeT
OBITH a0COTIOTHO HOPMAJIBHBIM, 32 UckItoueHueM JKIC, 4To Mbl 1 HaOmoAanu y 55% MalueHToB B
3TOM MOATPYIIE, a BEAYIIas pojib B MOCTAaHOBKE AMAarHo3a npuHamiexana MPT-kpurepusim.

Pa3Bepnyrass apurmmuueckasi ¢opma: SkeHmMHA 35 JIeT ¢ HEOJHOKPaTHBIMU
CUHKONAJIbHBIMH COCTOSIHUSIMM B aHaMHe3e, napokcusmamu ycroiumBoi KT, uwacroit XKOC.
Cewmelinblii anamue3 Hepeako otsromieH no BCC. Ha OKI' perucrpupyercs, kKak MUHUMYM, OJIUH
6onbmoit kpurepuit AJIIDK nubo B Buze €-BoiHbI, 1100 B Buae HeratuBHBIX T ¢ V) mo V3 u nanee,
BO3MOJKHO, HM3KHM BolbTaxk kKomiuiekca QRS. Ha MPT nmomumo aumartanum [DK wnm cHmkeHus
ero ®B B coyeTaHuu ¢ TUIMO-/IMCKUHE3aMH OOpamiaer Ha ce0s BHUMAHUE HAMYHME Y4YacCTKOB
)kupoBoit tiotHocth B IDK. Pa3BepHytas aputmuueckas (opma COOTBETCTBYeT Haunbosee
TUMUYHBIM TipeactaBieHusM 00 AJIIDK kak o HO3010THH, TO3TOMY, KaK MPaBHUIIO, TTOCTAHOBKA
JIMarHo3a HE BbI3bIBACT 3HAUUTEIbHBIX TPYAHOCTEH. BakHOe 3HaU€HHE B COMHUTENIBHBIX CIy4asx
urpaer JIHK-gmarnoctuka. Bemymas ponb npu 3ToM  KIMHMYECKOW (opMe MPUHAIICHKUT
aputMuueckoil rpynne kpurepues 1 DKI'-kpurepusim.

AIITK ¢ nporpeccupyromeii XCH: myxunna 45 ner ¢ mpeobiagaHueM 3acTOWHBIX
SBJICHUM MO OONbLIOMY Kpyry KpoBooOpamieHus, Tspkenoil TP, orHocurensHo Hewactoit XKOC
nopsiika 1500/cyT. (TeM He MeHee 3TO KOIMYecTBO gocturaet manoro kputepust AJIITK), Bo3amoxkHO,

napokcu3zmamu ycronunBor KT, cuHkomansHbiMu cocTosiHUsIME B aHamHe3e. Ha DKI', kak u mpu
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npeabIayeld KIMHUYECKON GopMe, PETUCTPUPYETCs, Kak MUHUMYM, 1 Oonbiioit kpurepuit AJIIDK, a
TakKe CHIDKeHue BoibTaka QRS, TunmyuHoe myst aToi kmuaudeckor ¢opmel. [Ipu MPT otmeuaercs
munatamua [DK B couetanuu co 3HauuTenbHbIM CcHIDkeHHeM ero DB (<35%). IIpu OxoKI
orMevaercsi ymepenHoe cHmxkenne OB JDK. Takum o0pa3oMm, 3TuX OONBHBIX OTIHYACT
npeoliajaHie MOpPaKEHUs MpaBbIX OTIENIOB NMPH OTHOCUTENbHO coxpaHHoMm JDK, B oTimume ot
nanueHtoB ¢ JIKMII unHoit sTHonoruu, rae Beayumm seisiercsa nopaxenue JIXK co cHuxeHueM ero
OB, a II)K, HaoOoport, orctaer B pazmepax. [Ipuunnoii BoBneuenus JOK y manumentoB ¢ AIIDK ¢
nporpeccupytomied  XCH wmoxer ObiTh Kak OuBeHTpukyisipHas ¢opma AIIDK, Tak wu
COITyTCTBYIOIIMNA MHUOKApAMT. 3a4acTyl0 3TU COCTOSIHMS CJIOXHO pasrpaHU4YMTh, OJHAKO, €CIIH
BepuduiupoBanbl 1 AJIIDK, u comyTcTByroMii MHOKapauT, npupoaa usmeHeHuit JK He BnuseT Ha
TaKTUKy JiedyeHus. TakuMm oOpa3oMm, Beaymias pojib B MOCTAHOBKE AMArHo3a MpH 3Toi ¢opme
npuHagnexut OKI'- u MPT-kpurepusM, Kpome TOro, B JUATHOCTHUECKH HESCHBIX CIIydasix
PELIAKOIIYIO POJIb MOTYT ChITPaTh MOJIOKUTENbHBIE pe3ylibTarhl JJHK-auarnoctuku.

AJIIK B couyeranum ¢ HKM: myxuuna 40 ner ¢ cungpomom HKM u arpeccuBHbIMU
HapyIIEHUsIMU pHUTMa, BKItowaonmmu B cebs vactyo XKOC, ycroituuByio XXT, Bo3MoxHO,
CHUHKONaJIbHbIE cocTosiHMs B aHaMmHe3e. Ha OKI' peructpupyercsd, kak MHUHHMYM, OJUH Majbli
kpurepuii AJIIDK, mpuyem Hepenko 3TO HeraTHBHbBIC 3yOIsl 7 B JIEBBIX TPYIHBIX OTBEACHUSX,
KpoMme TOro, oOpamaeT Ha cebs BHuMMaHue cHiKeHue BoibTaka QRS. Tlpu MPT cepana
BbisiBisieTca  gunaramus [DK, co cHwkennem ero @B, 4TO0 HE SBASETCA TUNUYHBIM IS
uzonupoBanHoro HKM. [lnst Toro, 4toObl 3a0J03pUTh COYETAaHME ATHX JIBYX KapAHMOMHUOMNATHUM,
HeoO0Xo1uMo oOpaliaTh BHUMaHUE HAa HMMEIOIIMECs Yy MalueHTa OoJble M Majble KpUTEpPUU
AJITDK u He mbeITaThest OOBICHUTD X UCKITIOUNTENbHO HammuueM HKM, paBHO kak u y marueHTa ¢
AJIIDK Hy’XHO UMETH B BUJLy BO3MOKHOE Hanuuyue BTopoil kapanomuonaruu. [Ipossnenus XCH y
narueHToB ¢ AJIIDK+HKM u y 6onbnbix ¢ n3onupoBanHbiM HKM Masno oTau4anuce: 3T0 TOBOPUT
o TtoMm, 4yto cumnToMbl XCH B OCHOBHOW Tpymnme OOyCJIOBIEHBI B TEPBYIO OYE€peh HMEHHO
HasmuneM HKM. Ot xnunamyeckoit ¢opmsr AIIDK ¢ mporpeccupyromeit XCH mauueHToOB ¢
coueranuem AJIIDK u HKM ornuuanu 06mbime pazmepst JIOK, HO mpu 3tom Oosee Huskuii K
XCH, mecmotps Ha T0, uTo @B JIXK mpu 3tux dopmax ObuIa MPaKTUIECKHA OJUHAKOBASI.

3HauyMTeNbHAS PONb MpH 3TOM KiaumHHUYeckod (opme orBomutcs JHK-amarnoctuxe, mpu
KOTOpOH HEOOXOAMMO OCYIIECTBIISATH MOUCK HE TOJBKO T€HOB, OTBETCTBEHHBIX 3a pa3Butue HKM,
Ho u AJIIDK. B nmame#t xoropre amarno3 AJIIDK B sTol KiMHMYecKOW (opMe TeHETHYECKH
BepudunupoBan 'y 2 (25%) mnaumentoB, eme y oaHoro (12,5%) BbisiBIeH mnoiauMopdusM c
HEU3BECTHBIM KJIMHMYECKMM 3HaueHueM B TtunuuHoMm g AJIIDK reme PKP2, ero pons B
HacTosee BpeMsi yrounsercs. Jluarnoz HKM renernuecku BepuuuupoBaH y OJHOM OOJIBHOM,

KOTOPYIO OTJIMYAIOT arpecCUBHbIC HAPYIICHUS PUTMA, PE3UCTEHTHBIE KaK K MEIWKAMEHTO3HOMY,



171
TaK W K MWHTEPBEHIMOHHOMY JICUEHUIO, 4YTO HE SBISIETCS TUMUYHBIM U1 MAlUEHTOB C
n3onupoBanHeiIM HKM. Takum o0pa3om, B 3TOH KIMHUYECKOH (popMe B CBSI3M C OOBEKTUBHBIMH
TPYAHOCTSIMU B MOCTAHOBKE JMArHO3a OJIMHAKOBO Ba)KHbI KPUTEPHUM U3 BCEX TPYII, TaK KaK OHHU
MOTYT HaTOJIKHYTh Ha MbICib 0 coueTannn HKM u AJITDK.

Coueranue AJIIDK ¢ HKM sBisieTcst COBEpIIeHHO 0c000# KIMHUYECKOH opMoit 1 TpeOyeT
OTZIENBHOTO O0CYyXJIeHus. B nureparype Ha CETOAHSIIHUA ACHb YyAAJIOCh OOHAPYXKUTH JIMIIb 3
nyOmukanuu o coueranusix AJIIDK ¢ HKM JDK. I'pynnoii typenkux yuensix B 2006 . u 2015 1.
ObUTIO OMYOJIMKOBAHO JBa KIMHUUYECKUX CIIydas C COYETAaHHEM ATHX KapJHOMHOIATHH y MOJIOJIBIX
mysxuuH [17,200], ogHako Bo BTOpoM ciydae Hanunuue HKM JDK Obuto moaTBep:kIeHO TOJBKO
npu nomomu DXxoKI'. Eme B omHol myOnukanuu rpynmna reHeTUKoB u3 Mcmanum cooOrraer o
HOBOU TepMuHUpYyOmer mytanuu B rene DSP y mamumentoB ¢ AJIIDK, oOHapykeHHOW y Tpex
npoOaHI0B U 15 4jieHoOB UX ceMei, mpu o0caea0BaHNN KOTOPBIX y 5 061 BeisiBIeH HKM JDK, Ha
OCHOBaHUM 4YEro OHM CHEJIaJli BBIBOJ O TOM, 4TO omucaHHas umu Mmytanus DSP c.1339C.T
acconuupoBana ¢ coderanueM AJIIDK u HKM JIXK [127]. B aroit pabote aumarno3 AJIITK Obun
JIOCTOBEPHBIM y 2 MAlMEHTOB U BEPOSITHBIM y 3. BBI3bIBa€T HEKOTOPBIE COMHEHUS HAJTMYUE Y BCEX
5 6ompHbix HKM JDK, Tak kak B cTaTbe €CTh JaHHBIE, YTO y BCEX 5 ero Haiauuue ObLIO
nonreepxkaeHo mpu MPT, ogHako He yka3aHbl KPUTEPUHU, KOTOpPbIE OBLIM HCIIOJIB30BAHBI, a MpU
OxoKI" HKM Obin BBISIBJICH TOJNBKO Yy 3 TAIMEHTOB. AHAJIOTHYHBIC BOMPOCHI K aBTOpaM ATOM
nyOJaMKaluu BO3HUKJIM M Yy OOIIENPU3HAHHBIX CIELUAIMCTOB B obsactu nuarHoctukn HKM
J. Finsterer u C. Stollberger [78]. HTEepecHO, 4TO B HaIIeH BBHIOOPKE Y IBYX W3 BOCHMH IAlIUEHTOB
c coueranneMm AJIIDK u HKM rtakke oOHapyxkeHa myTtaius B reHe DSP — 370 naeT HaMm ocHOBaHUs
Mpenoaararh, YT0 MyTalllu B 3TOM T'€HE MOTYT OBITh ACCOLIMUPOBAHBI C MOAOOHBIM (DEHOTUIIOM.

[Tomumo couetanus AJIITK ¢ HKM JDK MbI BcTpeTtunu B IuTepatype ABe MyOIHKaluu O
couetanuu AJIIDK ¢ HKM IDXK: B ogHO#M U3 HUX ONKMCaH KJIMHWUYECKUU ciaydan [184], B apyroi —
JIBa pe3yjbTaTa ayTONCHUM BHE3AMHO YMEPIIMX J>KEHUIMH, Yy KOTOPBIX ObUIM OOHApy>KEHBI
rucronornueckue npusHaku AJIIDK B coueranmu ¢ HKM IDK [109]. Tem He meHee ciemyer
nomMHuTh, 4yto KpurepueB HKM nnsa IDK Ha ceromHsmHui Ja€Hb HE CYHIECTBYET. IJTO
o0yClIOBIEHO, B dYacTHOCTH, TeM, urto ansi IDK B HopMe XapakTepHa TOBBIIICHHAsS
TpaOeKyISIPHOCTh, B CHIIYy OCOOCHHOCTEH ero pas3BuTus B xone sMmOpuorenesa. Kpome toro,
HaJIM4ue noBbieHHoM TpadbekymsipHoctu [TK y manmenTos ¢ AJIIIK MoxkeT 00BACHITHCS CBOETO
pona kommeHcatopHbiMH u3MeHeHusiMu [1DK, pasBuBarommmucs Ha QoHE ero auiaTaluu U
cHmxeHus: OB.

Eme onna pabota o BzaumootHouienusx AJIIDK 1 HKM JDXK Obia omyOnukoBaHa rpymnmoi
yueHblx U3 Bapmasel B 2009 r.: B Held onmcbiBaroTcs 9 manmeHtoB ¢ npuszHakamu AJ[IDK, ognako
aBTOPbI 3asBJISIOT, YTO y BCEX 3THX OOJbHBIX Mozxke Obu1 auarHoctupoBaH HKM JDK, koTopsiii

umutupyet kimHuky AJIIDK [211]. Orta myGnukanus BeI3Baia LENbId psii BOIPOCOB HE TOJIBKO y HAc,
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HO u y J. Finsterer u C. Stollberger [187]: Tak, He SCHO, Kakue KPHUTCPUHM HCIOIB30BAIUCH IS
nuarHoctukd HKM npu MPT u y ckonbkux nmauuentoB Hamnune HKM nonrsepxaeno npu 9xoKI, a
y ckonbkux — ipu MPT; kpome Toro, Hammurne HKM JDK we oObsicHser munaramuto [DK, kotopyto
ABTOPBI ONKCHIBAIOT y BCEX 9 MaIMeHToB, Takxke oTcyTcTBYIOT naHHble JJHK-auarnoctuku kak AJIITK,
tak 1 HKM. Bo3moxHO, B 3TOM IpyIiie NalueHToB Takxke npucyrcrsoBanu couetanuss AJ[IDK ¢ HKM
JDK, oqHako aBTOpbI HE AOMYCKAIOT BO3MOXKHOCTH COYETAaHUs ITUX ABYX KapIMOMHOMNATHMN, C YEM MBI
a0COJIIOTHO HE COTTIACHBI.

B nameii Bei6opke Ha JaHHBIA MOMEHT 8 mamueHToB ¢ coderaHueM AJIIDK u HKM JIXK.
Juarno3 AIIDK noctoBepHsIil y 5 maliieHTOB, BEPOSATHBINA y 2 M BO3MOXKHBIN — Yy 1, Hannune HKM
HE BBI3BIBACT COMHEHHUU HU y OIHOTO W3 ATHUX OOJBHBIX, TaK KaK Mbl MOATBEPXKIATH €ro MNpH
MOMOIIM, KaKk MHUHUMYM, JIByX METOJOB Bu3yaiu3anuu. Kak BHIHO M3 KpaTkKoro o030pa
nyOnuKanuii, TemMa COYeTaHHsl ITHX JBYX KapIMOMHOIATHI BbI3bIBAaCT OONBIION WHTEpeC u

3aCJIy’KUBACT THIATCIIBHOTO IlaJIBHGI\/JIH_ICFO HU3y4YCHUH.

4.1.2. lonosHuTebHbIe KpuTepuu auarnocTukn AJINK

Bepuemcs k ocobennoctsim auarnoctuku AJ[IDK. Tlpu Bcex ommcanHbIX Hamu ¢dopmax
JIMAarHOCTUYECKOE 3HaUeHHe uMenu He Toiabko Kputepun TFC-2010, HO U psax ApyruxX NPU3HAKOB,
TaKUX KaK KUPOBbIE BKJIIOUYEHHs B MUOKapae, BeisiBieHHbIE pu MPT n MCKT, Huskuil BonpTax
koMIuiekca QRS 1 cHHKOMaNbHBIE COCTOSIHHS B aHAMHE3€.

[Ipu oneHke AMArHOCTUYECKOM LIEHHOCTH 3TUX NpHu3HakoB mpu nomomu ROC-kpuBbIx
Haubosee BECOMBIM CTano Haiuyue kupa B Muokapzae IDK. DTor nmpusHak BXOAWI B KpUTEpUU
muarHoctuku AJIIDK ot 1994 r. [140], onHako BHOCIEACTBUM B OOHOBJIEHHBIX KPUTEPUSX OT
2010 r. OBUT MCKIIOUEH B CBSA3M C ero HM3Koi crneuudpuunoctbio [129]. CymecTByeT MHEHHE,
KOTOPOTO MPUAECPKUBAIOTCS MHOTHE MOP(OJIOrH: HaIW4YUe >kUpoBoi Tkanu B muokapzae IDK npu
JKMII — o0braHOE SIBJICHHE W HE MOXKET CUHMTAThCs crierupudaasM npusHakom AJIITDK. Oxnaxo,
no gaHHbIM [lagyaHCKOro yHHMBEpCHTETa, MPOLEHT >KUPOBOM TkaHu B muokapae npu JIKMII
(0,07%) conoctaBum c xoHtposeM (0,33%) u Hukorna He ObIBaeT CTOJbL BBICOK, Kak mpu AJIITK
(13,3%): comepxanme >xmpa B Owmonratax Oomee 3,21% ¢ uyBCTBUTENBHOCTEIO 67% U
cnenupuIHOCTHIO 92% mo3BoseT cTaBuTh nuarno3 AJIIDK [14].

[TockonbKy XHp BXOAWJI B TIPyHIy T'MCTOJIOTMUYECKUX KPUTEPUEB, €r0 JUArHOCTHYECKas
[IEHHOCTh JICUCTBUTEIIPHO HEBEJIMKA, TaK KaK B CHJIy OCOOEHHOCTeH 3aboneBanusi (puOpo3HO-
xkupoBoe 3amenieHue IDK mpoucxoauT B HampaBiI€HUM OT D3IHUKapAa K 3HAOKApAy, YTO

oOycnaBiuBaeT OOJIBIIYI0 YacTOTY JIOXKHOOTpULATENbHBIX pe3ynbTatoB npu DMB IDK. Tem He
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meHee B TFC-2010 moguepkuBaeTcs CIOKHOCTb OOHApYKEHHMsSI M HHTEPIPETALUU BKJIIOUYEHUN
s)kupoBor MioTHOcTH B cTeHKy IDDK m mpu MPT, tak kak crenka IDK Tonkas B HOpme, a y
nanvenToB ¢ AJIIDK 3auactyio emie Oosbllle MCTOHYEHA, B CBSI3U C 4Y€M HE BCErjJa MOXKHO
oTau(GepeHIIMPOBaTh HATMYKE KUPA OT OTCPOUEHHOTO KOHTpacTupoBaHus [129].

B nacrosmee BpeMsi poib BbIsBICHHS kupa npu MPT mepeonenuBaeTcss B OOJBIITYIO
CTOPOHY B CBA3HM C TE€M, UTO 3a IPOLIEIIINE § JIET C MOMEHTA MOCIEAHET0 OOHOBIIEHUS KPUTEPUEB
AJIITXK pa3pemaromias ciocooHocts MPT 3HaYMTENEHO BO3POCIA M PACHIMPUINCH BO3MOKHOCTH
nporpaMMHOro obecriedenus. B 2016T. ObI0O MpOBEACHO HCCIEIOBaHHE, B  KOTOPOM
[EePEOLIEHUBAINCh YYyBCTBUTEIBHOCTh U crneruduuHocts rpynnsl MPT-kputepues TFC-2010:
OCHOBHAas TIpynmna B HcciefoBaHMM Oblna aHajoruyHa TakoBol B TFC-2010 (n =44, Bo3pact
40,4+12 net), a Tpynna cpaBHEHHUs ObUIa MpeacTaBieHa He Oosee ctapmmmu nanueHtamu ¢ MbC
(TFC-2010: n=462, Bo3pact 60,410 mer), 4TO MOIVIO HCKA3UTh TOYHOCTh PE3yJIbTATOB, a
a0COJIIOTHO 3I0pOBBIMU JT0OpoBosbIlaMu (7 =216, Bo3pact 46+14 neT), COMOCTaBUMBIMHU TIO
BO3pacTy ¢ OOJNBHBIMH OCHOBHOHM Tpymrbl. UyBCTBUTEIBHOCTh M CHEUU(UUHOCTH OOHAPYKEHHUS
xwupa B IDK npu MPT B 3TOoM uccnenosanuu cocrasuiu 53% u 100%, coorBerctBeHHO [16].

BosmoxHno, nipu caeayromem nepecmorpe kputepues AJIIDK nannuue xupa B IDK BHOBB
Oyzner n00aBiIeHO, OJHAKO 3aiiMET CBOE MECTO YK€ He Cpeau TMCTOJIOTHYecKHX, a cpeaun MPT-
KpuTepueB XoTsi Obl B kauecTtBe Majoro MPT-kpurepusi. UyBCTBUTEIBHOCTh U CHEIU(PUIHOCTD
storo mapameTrpa B auarHoctuke AJIIDK B wmamem wucciemoBanmu coctaBmim 60% u 85%,
COOTBETCTBEHHO. JIIOOOMBITHO, UTO B IpymIie cpaBHEHU Kup B MUokapae [ DK BBISBIIsIICS TONBKO B
MOATPYIIIE MAMEHTOB C U30JUPOBAHHON YaCTOU IIPABOKEIyAOYKOBOM 3KCTpacucToiauen. MimeHHo
3a cYyeT 3TOW MOATPYNIbl Y HAc CHM3WIACh CHeUu(UYHOCTb, KOTOpas coctaBiser 100% B
ONMCAaHHOM BBIIIE HCCIEJOBAaHUM. BIIOJIHE BO3MOXKHO IPEAIOJIOKHUTH, YTO y YacTH NAIMEHTOB
TPyNIbl CPaBHEHUSI C HW30JHMPOBAHHOM YACTOM MPAaBOKEIYJOYKOBOM HKCTPACUCTOIMEN TaKKe
MoxkeT umeTh Mecto AJIIDK, ogHako Ha To¥ cramum 3a00JeBaHMs, KOTJAa KPUTEPUU U3 JIPYTUX
TPYMII enie OTCYTCTBYIOT. MIHTepecHO ObIO OBl OTCIEANTH ATHX MAIMEHTOB NMPH OOJIBIIEM CPOKE
HaOI0ACHUS.

EnuHCTBeHHOHM MOATrpYMIoi, B KOTOPOW 4YacTOTa BbISABIEHUS Xupa Obuia Huke 50%, a
JIOCTOBEPHBIX pa3iMuyuil mo wacrtore oOHapyxeHus xupa B [DK c¢ rpymnmoil cpaBHeHus He
nonydyeno, Obuta AJIIDK ¢ mporpeccupytomeit XCH. Ilo Bceil BuauMOCTH, Takue JaHHBIE
00yCIIOBIIEHB! HEOOJIBIIUM KOJIMYECTBOM MAIMEHTOB B ITOM MOATPYINE U COOTBETCTBYIOLIECH
NOJrpYyNIe CPaBHEHUS, a TaKkke TeM, 4To 4 u3 7 OosbHBIX B OCHOBHOHM noarpynne MPT cepaua
ob110 mipoBesieHo B 2010-2011 rr., korma BO3MOXKHOCTH AJisi OOHApYEHUs JKUpa B UCTOHYECHHOM
IDX Obutu orpaHnyeHsI.

Eme oagHMM [ONOSHWUTENBHBIM IPU3HAKOM, KOTOPBIA MBI INMPOKO MCHOJIb3YEM Kak

BcriomoratenbHbii B Auarnoctuke AJIIDK, sBisercs Hu3kuii BoiabTaxk kKoMiuiekcoB QRS B oTBeneHUsIX
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OT KOHEUHOCTeW. YUyBCTBUTEIBHOCTh U CIIEHU(PUUHOCTH 3TOTO MapaMeTpa B Hallel paboTe COCTaBUIM
30% u 89%, coorBercTBeHHO. CHmkenue BonbTaka npu AJIDK pasBuBaercs B cuiy (pubpo3HO-
KHMPOBOTO 3aMEIEHHs HOPMAJbHOTO MHOKapa M MOXKeT HaOmofaTbcs W NpH  JPYTHX
UH(UIBTPATUBHBIX 3a00JI€BaHUSAX MMOKapJa (aMWJIOWAO3, T€MOXpPOMAaro3, INIMKOT€HO3bI U T.J.), a
TaKKe MPU TSDKEJIOM MHUOKAPAUTE W B CHIY psiia 3KCTpaKapIUaJbHbIX MPUYUH (BBINOT B IMOJOCTH
HepuKap/a, MOBbILIEHHAs BO3IYIIHOCTb JIETKUX, OKUPEHUE, TUIIOTUPEO3 U MP.), IOITOMY TOBOPUTH O
BBICOKOM CIIEIM(UYHOCTH ITOTO KPUTEPHUS B OOLIEH MOMYJISILUN HE TPUXOAUTCS.

Tem He MeHee y MalMEHTOB, y KOTOPbIX NOMHUMO CHMKEHHUS BOJbTaXka €CThb U ApPYyTHE
kputrepun AJIIDK, 3TOT npu3HaK MOXKET U JOJKEH pacCMaTpPUBATHCA KaK JOMOJHUTENbHBIN. Tak,
HampuMmep, HeraTuBHble 3yOubl 7 Takke HE SBISIIOTCA  BBICOKOCHEIM(DUYHBIMU WM
BbICOKOUYBCTBUTENbHBIMU A1 AJIIDK, oaHako ycrnentHo mpuMeEHSIOTCs AJi AUarHOCTUKU 3TOTO
3a0oneBanus B KadecTBe Oomnbiioro kpurtepus [129, 140]. Ecnu mocMoTpeTh Ha MOKa3aTelH
CHenU()UIHOCTH B KAKIAOH KIMHHYECKOW OpPME B OTIEIBHOCTH, TO BUIHO, YTO OHU MUHUMAIIEHBI
B noarpymnme AJIITX ¢ nporpeccupyromeit XCH, rne cHnxeHne BoyibTaxa ObU10 BbIsBIEHO Y 50%
NAIMEHTOB B OCHOBHOM Ipymnmne Uy 25% NalueHToB B COOTBETCTBYIOIIEH MOATPYIIE CPaBHEHHUS,
KoTopas npenacrasieHa nanuentamu ¢ JJKMII paznuyHoil 3THONIOTHH, B TOM YHCIIE C CAPKOUT030M.
WuTepecHo, yTo B Hameil Koropre HaOII0AaeTCsl pOCT YaCTOTHI CHIKeHHs BosibTaxka QRS ot 18,5%
npu | knmuanueckoit popme k III u IV, rne wacrora 3toro mpusHaka cocraBisieT yxe mo 50%.
OueBUIHO, 3TO OOYCIOBIEHO pa3IMYHONW CTEMEHbIO BBIPAKEHHOCTH (UOPO3HO-KUPOBOIO
3aMeIeHUsT MHUOKapJa, KoTopas pacteT npu Ooiiee Tsokenblx Qopmax, Takux kak AJIIDK B
couetanuu ¢ nporpeccupyromeii XCH n HKM. Haw B3rnsa Ha npumeHeHue BosbTaxka QRS B
Ka4yecTBE MPEAUKTOpa HeOIaronpHusITHRIX HCXOJ0B OYJIeT pacCMOTPEH HIXe, B maparpade 4.5.

CuHKONAJIbHBIE COCTOSHUS B aHaMHe3e Takke He BXodsaT B TFC-2010 r., ogHako B HamieH
BBIOOpKE PErUCTPUPYIOTCS JOCTOBEpHO yaiie y nauueHTtoB ¢ AJIIDK B comocraBieHuu ¢ rpymnmnoi
cpaBuenus: 33,3% vs 11,5%, p = 0,004. YUyBCTBUTENBHOCTb 3TOTO Mpu3HaKa cocraBuia 33,3%, a
cnenuuaaocTh — 88,5%. Ilpu anammse 4acTOThl OOMOpPOKOB B OCHOBHOW TpyNIE W B TpYIIIe
CpaBHEHMs MO KaXJ0H U3 KIMHUYECKHX (POPM B OTIEJIBHOCTH JAOCTOBEPHBIX PA3IMYMi 110 3TOMY
IOKa3aTesio He MOoJIy4YeHo. TeM He MeHee OOMOPOKM B aHaMHe3€ y MalUeHTOB C MOJI03PEHUEM Ha
AJIIDK Takke MOXXHO HCIIONB30BaTh KakK JONOJHHUTENbHBIM KpUTEpUil, OJHAKO HEOOXOIUMO
THIATENBHO U PEPEeHIIMPOBATE APUTMOTCHHBIE OOMOPOKH OT Ba3OBarajbHBIX IO AITOPHUTMY,
peIoKeHHOMY B PexomeHparusax 1o CHHKOMAJIbHBIM CcOCTOSHUSAM [37] mmbo anroputmy
A.B. IleB3nepa u cost. [11].

B narmreit BeiOopke u3 17 MalMeHToB JMIIb Y OJHOTO MPUPOJa OOMOPOYHBIX COCTOSIHUM ObLTa
pacrieHeHa Kak BazoBaraibHas. KpoMe Toro, He Hy>KHO HCKJII0OYaTh BO3MOXKHOCTb HAJIMUMSA y OOJILHOTO

pa3HBIX THIIOB 00MOpPOKOB. Eciin BHe3anmHbIe 00MOpOKH 0€3 TPEeIBECTHUKOB BO3HHUKAIOT Yy MAIMEHTA C
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JIOCTOBEPHBIM, BEPOSATHBIM WIIN BO3MOKHBIM AuartHozoM AJIIDK 6e3 BepuduumpoBaHHON ycTOWYUBOM
XT B anamuese, TakoMy OonpHOMY IienecooOpasHo mpoBenenue DDPU ¢ nenbto nuaaykmuu KT ¢
nocyeyroniel moBropHou crparudukamnueit pucka BCC.

Takum oOpa3oM, NpeIOKEHHbIE HAMU JTOTIOJHUTEIbHBIE KPUTEPUU 00JIaJal0T JOCTATOYHO
BBICOKOW CHENM(UYHOCTbIO, HO HU3KOH YYyBCTBUTENBHOCThIO. TeM He MeHee OHHM MOTYT
WCIIOJIb30BaThCSl KaK JOMOJIHUTENbHBIE KPUTEPUU y ManueHToB ¢ nojpo3penueM Ha AJIIDK mpu
HQJIMYUU KPUTEPUEB M3 JAPYTUX TIPYyNIN, B TOM YHUCIE B TEX CiIy4asX, KOIZla BO3MOXHOCTU

nposeaenus JJHK-auarnoctuku u MPT cepaua orpaHu4eHsl.

4.1.3. B3auMoOTHOLICHHE KIMHUYECKUX (POPM Mexkay co00it

Eme oguH Bompoc, KOTOpble TpeOyeT OTAEIBHOrO OOCYXAEHHUS B paMKax MpPeIoKeHHON
HAMU KIMHUYECKOW KIacCU(UKAIMU: BO3MOXEH JIU MEpPeXo] OT OJHON KIMHHYECKOW (HOpMBI K
JIpyTrofl WM TIPEAINONIaraeTcsi WX CTAaOWIBHOCTH BO BpPEMEHH? YUHUTHIBash HMEIOIIMECS Ha
CETOAHSIIHUN NeHb NaHHble 00 ectectBeHHOM TeueHuu AJIIIK, MoxxHO OBUTIO Tpenonararh, 94To
NpeJIOKEHHBIE HAMU KIMHUYECKHUE (OPMBI SIBISIIOTCS OTPAKEHHEM IOCIIEeI0BAaTENbHBIX CTaaul
3a0oJNeBaHus K cleayromei ¢opme — JWIb BOMpoc BpeMeHH. CUUTaeTcsi, 4TO B €CTECTBEHHOM
teuennu AJIIDK ects ocHOBHBIE 4 da3bl [179]:

1) ckpwimas ¢haza, korma KIMHUYECKUE NPOSBICHHUS OTCYTCTBYIOT W JIMIIb B PEIAKUX
CIIy4asiX TIEpBBIM U €IMHCTBEHHBIM TpOsiBICHHEM 3a0o0sieBanus MoxkeT crath BCC. Ha sTom 3tame
3a0o0yieBaHKe, KaK MPaBUIIO, HE TUATHOCTHPYIOT;

2) paza ssHLIX 21exkmpuveckux Hapywienuil: Koraa B cwry u3MeHenmit DK mosBistiroTcs
KEITyA0YKOBBIC HAPYIICHHs puTMa (9Ta aza MOKET COOTBETCTBOBATH TATCHTHOMN WJIM Pa3BEPHYTOM
apuTMu4ecKkoit gpopme);

3) usonuposannas npasodHcenyO0uK08as HeOOCMAamoyHOCms: KOTJa CHUKEHa HacOCHas
dbynkus [DK npu coxpannom JIXK (moxet cootBeTcTBoBaTh AJIITNK ¢ mporpeccupytomeit XCH ¢
npeoOIagaHueM TIPABOKETYT0YKOBON HEAOCTATOYHOCTH);

4) busenmpukyniapras — cepoeuHass — HeOOCMAamoyHOCmb. B CHJy  BOBJICUYCHHS B
narojorndeckuii mporecc JIK mpoucxomut cHmwxkenue ero OB u pa3BuBaeTcsd KIMHHKA
ouBeHTpukysipHoit XCH (Takke MOXKET COOTBETCTBOBaTh OWBEHTPUKYJISIPHOMY BapHAHTY
knuangeckoir hopmbl AJIITK ¢ mporpeccupytomieit XCH).

[Ipennonaraercs, 4ro nepexoj OT OAHOHM (ha3pl K Ipyroil OOYCIIOBJIEH MPOrPECCUPYIOIINM
(GbuOpPO3HO-)KUPOBEIM 3aMEIIEHUEM criepBa ToidbKko MHOkapaa [DK B oObeme, mpuBOASIEM K

HapYIICHUIO SHCKTqueCKOﬁ HCOAHOPOAHOCTH MHOKapaa, 4qTO TIPOSABIIACTCA B BUAC
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MPaBOXKEITYIOYKOBBIX HApYIICHWH PHUTMA, 3aTE€M BBIPAKEHHOCTH (PUOPO3HO-KHPOBOTO 3aMEIICHHS
JOCTUraeT TOro JTama, KOTJa CHIXKAeTCsl cokpartuTenbHas crmocobHocts [DK, a 3atem mporecc
pacmpocTpaHsieTcsl Ha JIeBble OTAEIbI ¢ pa3BuTHeM OuBeHTpHUKYIsipHOIt XCH. Bormpoc B ToM, Beeraa au
y namuenToB ¢ AJITDK pa3suBaercs xnnHnuecku 3HaunMmass XCH u B kakue cpoku? Tak, Hampumep,
G. Fontaine B cBoei niepBoli KiIaccH(hUKAIH, pacCCMOTPEHHOH BhIie, nipeanonaraetT Hammane XCH B
JBYX U3 TpeX KIMHHYECKHX (hOpM, IPHUYEM CO BTOPOH yke oTMeuaeT Boiedenue JOK co cHmxenuem
ero ®B 10 30-50%, a TpeThIO XapaKTepU3yeT Kak «IIporpeccupyomias no mnpomectsuu 10 u 6omnee et
JeTpaaanus MUOKapaa ¢ pa3BUTHeM Tspkenoi ouBeHTpukyisipHoii XCH» [82]. OcraeTcs HesCHBIM, OT
KaKoro MOMeHTa A0JKHO Tipoittu 10 nieT: ot aedrota 3a00sieBaHus UM OT MIPEIBITYIIEH (HOPMBI.

[To pa3ubM nctounukam yacrora pa3Butusa XCH y 6ombubix ¢ AJIIDK Bapsupyer ot 7% no
49% [32, 71,97, 108, 114, 132], u nux MaHuQpecTalyu ee CHMITOMOB MPUXOJUTCS HA Bo3pacT oT 40 1o
50 yet, XOTS BO3MOXKHO M ropasno Oojee paHHee Havaso [152]. OOmenpu3HaHHBIM TaKKe SBISETCS
TOT (PaKT, YTO BCTPEUAIOTCS KaK MAaIllMeHTHI, y KOTOPHIX HA MPOTSHKEHUM BCEH KU3HU HAOIIOAAeTCs
NPaKTHYECKH OECCHUMIITOMHOE TEU€HHE, TaK U T, Y KOro YK€ B MOJOJOM BO3pacTe pa3BUBACTCS
TsDKeNasi OMBEHTPUKYJISIpHasi cepleuyHas HenocraTouHocTs [181]. B namel koropre yacrora XCH
cocTaBisieT 39%, 0JHAKO Ha IIEPBOE MECTO B KIIMHUYECKOM KapTUHE €€ CUMIITOMBI BBIXOJAT TOJIBKO Y 8
MAIMEHTOB, KOTOPBIX MBI OTHECIIM K COOTBETCTBYIOIICH KITMHIUECKOU (hopMme, n y 4 manmeHToB ¢ HKM
(To ectb, cymmapHo, 22% TMAaIMEHTOB), y TMOJABISIONIErO OOJBIIMHCTBA OCTAIBHBIX MAIIMEHTOB
nuarHoctupoBaHa XCH 1-2 ®K nmo NYHA. Ilpu 3TomM ¢ BO3pacToM MAIMEHTOB OTMEYAETCS JIUIIb
cnabas koppensiusa @K XCH (R = 0,28, p = 0,037).

B pesynbrare HaOMIOICHHS 32 HAIICH KOTOPTOM OOJBHBIX Y HAC CIIOKUIIOCH BIIEYATIICHHUE, YTO
nepexoza 3a0oJeBaHus OT OJHOW (OPMBI K JAPYroll HE MPOUCXOAWT. 3a BECh CPOK HAOIIOACHUS 3a
MalyueHTaMy OCHOBHOM TPYMIIbI, KOTOPbI coctaBun 21 [6; 60] mec. (MakcumanbHO — 19 neT), HU Yy
OJTHOTO OOJILHOTO C JIATEHTHOW apUTMHYECKOW (OpMOH HE OTMEUeHO MosiBieHus ycroiunBon KT,
PaBHO KaKk M HU Y OJHOTO OOJILHOTO C pa3BepHyTOM apurmuueckod ¢opmoil cumntombl XCH He
BBIXOJAT Ha TiepBbld Iiad. [Ipu nccnenoBanmu OxoKI' mapameTpoB B JIMHAMUKE y TMAIMEHTOB C
JIATEHTHOMW M pa3BepHyTOM apuTMuueckumu ¢popmamu, a Takxe AJIIDK B coueranun ¢ HKM gaHHBIX 0
Pa3BUTHU WM IPOTPECCUPOBAHNUN AWIATALIMM KaMep CEpALA, MOPaKEHHsI KJIAIIAHHOTO anmapaTta Uil o
CHIDKEHUHU cokpatumoctu Muokapaa JOK He nomydeno. OtpunatenbHas AuHaMuka B otHoweHun KJIP
JOK nu ®B JIK ormeuanaces Tonsko nipu AJIIDK ¢ nmporpeccupyromeit XCH, 4To TUIIMYHO 111 3TOM
KJIMHUYECKOW (OpMBI U cleqyeT yxe u3 ee HazBaHus. [lo Bceil BUAMMOCTH, NaHHbIE W3MEHEHHS
SBJSIIOTCSL KaK CJIEJCTBHEM MPOTPECCUPOBAHMS OCHOBHOTO 3a00J€BaHMS, TaK W MPOSBICHHEM
COITYy TCTBYIOIIIETO MUOKAP/IUTA.

Bo3MOXHO MpeanonokuTh, YTO YACTh MAalMEHTOB, NPUHAUICKAIIUX K OCTAIbHBIM

KIMHHYCCKHM (bOpMaM, Ha6moz[am/105 HEOOCTATOYHO JOJI0 JJId TOro, YTOOBI Y HHUX IOSABUIINCH
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3HauYMMBbIe KiIuHu4Yeckue nposisiaeHuss XCH, ogHako mBoe OOJIBHBIX C pa3BEPHYTON apUTMHUYECKOM
dopmoii yxke crapme 70 ner. M0oXXHO 3aMeTUTh, YTO CPEIHUN BO3pAcT MAllMEHTOB B TPYIIE C
nporpeccupytoieil XCH Bc€ ke Bblllle, 4eM B JPyTrUX IPyMIax, OAHAKO, BO-NIEPBBIX, B 3TOH IpyIie
ecTh 3 marueHTa MoJIoKe 35 JIeT, a BO-BTOPBIX, Y OCTAJbHBIX MAIMEHTOB M3 3TOW TPYIIbI IPH
TIIATETFHOM aHalu3e aHaMHe3a 3a00JIeBaHHS TOXKE HE yHaeTcs OOHApPYKHUTh MEPHOJ, KOTJa MX
MOKHO ObUIO OBI OTHECTHM K «apuTMuueckuM (opmam». Y Bcex mnamueHtoB ¢ AJ[IDK c
nporpeccupytomeir XCH 3acTolinple sSIBICHUS MO OOJIBIIOMY M MaJOMYy KpyraMm KpOBOOOpaIIEeHUS
oOparanu Ha ceOs BHUMaHUE elie B Ae0roTe 3a00JIeBaHMs U, IO KpailHEW Mepe, Y 9acTh OOJbHBIX
MOTYT OBITH CBsi3aHBl C MuOKapAUTOM. CpOK HEMOCPeACTBEHHO OT Jae0roTa 3a0oJeBaHUs
(ycTaHoBneH mpu cOope aHaMHe3a) JI0 MOCIEeIHEro KOHTakTa ¢ OOIbHBIM cocTaBui 6,5 [2,9; 10,3]
JeT, ¥ Ha BCEM IMPOTSHKEHUHU 3TOTO BPEMEHHU TAaKKe HE OTMEYAJIOCh MEpexoaa OT OJHOW (OpMBI K
npyroi. Tem He MeHee HYKHO NPUHHMATh BO BHMMAaHHE, YTO CTA0MIIBHOCTh KIMHHYECKHX (hopm
OTMEYanach UMEHHO y 54 MalueHTOB B HAIlIEH KOTOPTE U 1a)Ke CPOK HAOIIOICHUS, OTCUUTBBIAEMBIN
OoT ne0roTa 3a0o0jeBaHMSA, MOXKET OBITH HEJOCTATOYEH IS OJHO3HAYHOIO 3aKIIOUCHHSI O
HEBO3MOXXHOCTH TIepexo/1a 0JTHOU (hOPMBI B IPYTYIO 33 CUET €CTECTBEHHOTO TEUEHUS 3a00JIeBaHUS.

[To umeromuMcest B HallleM PacMOpsDKEHUM HAa CETOAHSIIHHUMN J1€Hb JAaHHBIM, KIMHHUYECKUE
(GopMBbI CTaOMIBHBI BO BpPEMEHH M HE CKJIOHHBI K B3aMMHOMY IIE€peXONy, a NPUHAIJICKHOCTh
MalyeHTa K TOW WM WHOW KIMHWYECKOW ¢dopme, Mo BCeH BUIAMMOCTH, OOYCIIOBJICHA COYETAaHHEM
TeHOTHIAa U (PaKTOPOB BHELIHEH Cpe/Ibl, B TOM YMCIE OTCYTCTBHEM WM HAIMYMEM COMYTCTBYIOIIETO
MHOKApJNUTA U €r0 aKTUBHOCTBIO, UYTO BIIOJIHE COOTBETCTBYET MMEIOLIMMCS CBEICHHMSM O KpaiiHe
BapuabensHoM TeueHnn AJITDK maxke y manieHToB ¢ OJTHOM M TOH K€ MyTallel B mpejenax OJXHON

cembu [181, 182].

4.2. YacToTa 4 poJib COMYTCTBYIOLIEr0 MUOKAPAUTA

Poinb comyTctBytomiero muokapauta y nampento ¢ AJIIDK — oqun u3 HanOomnee CIOKHBIX U
HEOJIHO3HAYHBIX BOMPOCOB, KOTOPHIN TpeOyeT OTAeNbHOTr0 00cyxaeHus. [lo maHHbIM MOPGOIIOToB,
aKTUBHBIA MUOKapAUT oOHapy kuBaetcs Oonee ueM y 40% mnauueHToB ¢ BepuduuupoanHon AJITDK
[10, 50]. Yacrota BbIIBICHHUS JIUMQOIUTApHON WHOWIBTPAIIMU, HE JOCTUTAIONICH KPUTEPHEB
AaKTHBHOTO MHOKAapAWTa, MO pPa3HbIM AAaHHBIM, cocTaBisger oT 60% no 90% [23, 42,124, 166].
Hecmotpst Ha TO, uTo OOnbIIas 4YacTh YYCHBIX NPU3HACT BBICOKYIO YacTOTY COIYTCTBYIOIIETO
mMHuoKapauTa (maxke B obeux kimaccupukammax G.Fontaine ¢urypupyer coueranme AIDK u
Muokapauta [79, 82]), ero 3HaueHHWE OCTaeTCsl HE COBCEM SCHBIM. B Hamieil koropre dvacrora
COIMyTCTBYIOIIEro Muokapauta y nauueHToB ¢ AJ/IIDK cocraBnsier 70,4%, 4T0 JOCTOBEPHO MEHBIIIE,

YeM B IpyIIe CpaBHEHHUS, TJIe MUOKapAUT ObUT quarHocTupoBaH y 88,5%, p = 0,014. O1u paznuuus,
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BEPOSITHO, OOYCIIOBIICHBI T€M, YTO B TPYIIIE CPAaBHEHHUS OOJIBIIIAsS OISl PUXOIUIIACh HA TIAIMEHTOB C
«MIUOTIATHYECKUMI», Ha TEPBBIA B3IVISA, HAPYLIECHUSMU PUTMA, HEMOCPEACTBEHHOW NPUYUHON
KOTOPBIX Y MHOTHX Ha CAMOM JIeJ€ SIBIISUICS XPOHUYECKHUI HHPEKITMOHHO-UMMYHHBIA MHOKapauT [2],
a Taoke Ha 00pHBIX ¢ JIKMII BocnanuTeasHOro reHesa.

Cpeny 5KCIepToB 10 CHX MOpP OTCYTCTBYET €IMHOE MHEHHE OTHOCUTENBHO TOT0, YTO MEPBUYHO:
TEHETUYECKU HETOJHOLICHHBI MHOKap/l TOABEP)KEH BUPYCHBIM HH(EKLIUSAM C TOCIETYIOIIM
pa3BUTHEM MHOKapJUTa WINA €, HAIpOTUB, MUOKAPAWUT SIBIAETCS TPUITEPOM, CIHOCOOCTBYIOILIUM
pealM3aluy aHOMaJIbHOM TeHeTU4YecKor mporpammsbl [23, 46, 79, 85, 86]. Ectb npenmosnoxxeHus: o
BropuyHOil mpupoae camoit AJIIDK, korma Ha QoHe mepeHeceHHOro WHQEKIMOHHO-UMMYHHOTO
MHUOKapuTa MOSIBISIOTCA ayToaHTUTena K Oenmkam gecMocoM [46]. Tem He MeHee 3Ta TeopHsl He
COIJIaCyeTCsl C HeCOMHEHHO JO0Ka3aHHOW posbio MyTarmii B pazButuu AJIIDK m MoxkeT OOBSCHATH
pasButue kapTuabl AJ{IDK mumib y HekoTopoit yacty O0JIbHBIX.

B psge wuccnemoBammit  [8,9,35,124] mpomeMoHCTpHpoBaHA — HHQPHUIIMPOBAHHOCTH
KapJIHMOMHOIIUTOB BUpPyCcaMH y TOJaBistomero OonpimHcTBa nauueHtoB ¢ AJIIDK naxe B Tom
cllyyae, ecli aKTUBHBII MUOKapIuT He oOHapyskeH. CyIiecTByeT MHEHHUE, YTO AT, BblpabaThIBacMble
K pAdy KapJUOTPOMHBIX BUPYCOB, 3aIyCKAIOT MPOIECCHI amloITo3a, a MOrHOIINe KIIETKH CIyXat
cyOcTpaTtoM sl MPUCOEAMHEHHs BTOpUYHOro BocnaneHus [124, 189]. Cuuraercs, yTo Haiau4ue
muokapauta y manueHToB ¢ AJIIDK cmocoOctByer yBenuueHuto 1uiomiaad (uOpO3HOW TKaHHU, B
CBSI3U C YEM CYIIECTBEHHO YBEIMYMBAETCS PHUCK MOSBICHUS WM yCYIyOJCHHs YyXKe HMEIOIUXCcs
Hapymienuii putMma [79, 180]. To ecTh, O CyTH, MHOKApIUT SIBJISIETCSI OJIaronpUsITHEIM (POHOM ISt
MaHu(ecTalii W TporpeccupoBaHus 3a0ojeBanHus. ECTb [gaHHBIE O KOPpENSIMU HAIWYUS
BOCTIAJIUTENbHBIX UHUILTPATOB ¢ Oonee TsokenbiM TeueHueM AJIIDK: 3HaumTensHOU numataruein
IDK win OuBeHTpUKYISIpHBIM mopaxeHueM c passutueM XCH [46]. B nurepatype ommcaHbl
OTJICIIbHBIC CJTy4YaW TIOBBIIICHHWS YPOBHs Kapauocnenuduueckux ¢epmMeHToB (TporoHuH 1) y
narueHToB ¢ AJIIDK nHa Qone nebrora 3aboneBaHus ¢ octporo muokapauta [115, 119, 156].
[Tono6HOe siBnEeHNE OBLTO MPEATIOKEHO CUNTATh TaK Ha3bIBaeMou «ropstaeit (pazoit ATDK» [156].

B namem uccnenoBanun He ObUIO HU OTHOTO MAILMEHTA C TIOBBIIICHUEM KapIHOCTICIUPHUECKUX
(dbepMeHTOB U (QyIbMHUHAHTHBIM MHOKapAWTOM B Ae0roTe 3aboneBanus. Kpome Toro, He 0OHapy)eHO
JIOCTOBEPHOTO  BJIMSIHMA MHUOKapaura Ha 4vactoTy pasButuss XCH wim  HeOmaronpHsTHBIX
ApPUTMHUYECKUX COOBITHI, MAllMEHThl C MUOKAPIUTOM M 0€3 HEro He pa3lnyaliuch JOCTOBEPHO HU IO
pa3mepaM Kamep cepra, Hu o cuctonndeckoit pyukiwm JOK u IDK. HarpoTus, kak npu OTIENbHBIX
KIMHIYECKUX (opMax, Tak M BO BCEW KOTropTe B LENOM Cpenu manueHToB ¢ coueranneM AJIIDK u
MHUOKapJuTa 10 CPAaBHEHHUIO C MAlMEHTaMH C M30JIMPOBAHHBIM MHOKapJMTOM, OTMEeYanach OOmblIast
naBHoOCTh 3a0oneBanus (120 [28,8; 294,5] ven. vs 20 [9; 61] wen., p <0,001), pexke mpocaeKUBaIOCh
ocTpoe Hayaso 3aboneBanus (60,5% vs 88,9, p = 0,001) u cBs3b nebroTa ¢ NEpeHECeHHOM NH(peKuuen

(47,4% vs 70,4%, p = 0,005). IIpu 3TOM TOBBIIICHUE TUTPOB AHTUKAPIUATBHBIX AT OTMEUAIOCh B



179
o0enx rpymnmnax, 1 JJOCTOBEPHBIX PA3IMUUl IO UX YPOBHIO HE noiyyeHo. CKiaapIBacTCs BIIeUaTeHue,
Y10 MUOKapauT y narueHtoB ¢ AJITDK teder Gosee JaTeHTHO M CKPBITO, MApaJUICNIbHO ¢ OCHOBHBIM
3a00JIeBaHHEM.

Mpbl nonaraeM, uto muokapauT npu AJIDK Moxxker MMeTh Kak NEpBUYHYIO, TaKk H
BTOPUYHYIO IpUpoly. B monb3y mepBoro BapuaHTa roBOpUT TOT (akT, uTto 21% mauueHToB c
MHOKApJAUTOM BUPYC-TIO3UTHBHBI (ITpHUYEM 3Ta LH(pa MOXKET ObITh 3aHUKEHA BCIIEACTBUE TOTO, YTO
MOp($OJIOrHUECcKOe HCCiel0BaHUe MHUOKapJa MPOBOJWIOCH JIMIIb 4 MalMeHTaM), a cBs3b JelroTa
3a00JIeBaHUs WJIM HApacTaHUs YK€ HMMEIOUIMXCS KIMHUYECKHX TPOSBICHHA C TepeHEeCeHHOU
UHQEKIMeH ynaeTcs MPOCIEANTh NPAaKTUYECKH Yy TOJIOBUHBI (47%) OONBHBIX C MpH3HAKAMH
MHOKapAnuTa. Y OCTAIbHBIX MNAIMEHTOB, IO BCEH BUIUMOCTH, MHOKAPAUT HOCUT BTOPHYHBIN
UMMYHHBI XapakTep W SBJSE€TCA CJIEICTBHEM IPOLECCOB JerpajallMd KapAHOMHOLMTOB B
TEHETUYECKH M3MEHEHHOM MHOKapJe, M03TOMY OTJIMYAeTCS JOBOJIBHO BSUIBIM TEUEHUEM, IIPU
KOTOPOM HE€ BCErja yJaeTcsi MPOCIEIUTh SIBHYIO CBsI3b JAeOroTa 3a00jieBaHUSl C MEPEHECEHHOMU
nH(}EKIMen Uik 0OCTPOe Havajo.

IIpu stom kak AIIDK, Tak U COMyTCTBYIOUIMIA MHOKAapAUT MOCTENEHHO MPOrPeCcCHpYIOT,
B3aMMHO NOTEHUUPYS pa3BUTHE Jpyr Jpyra, 4yTO B KOHEUYHOM MTOI€ MOXKET IPUBECTH K
JICKOMITEHCAIIUH, YTO MbI HAOIIOANN y psifia MAMeHTOB C coueTaHrneM OuBeHTpHUKYIsipHoii XCH u
MuokapauTa. [lo Bcell BepoOATHOCTH, OCHOBHas pojib muokapauta npu AJIDK coctout B
MoU(UKAIMKY TEYEHUs] U ONpeAeNICHUN KIMHUYECKOW (popmbl Oone3HH. Y MalMeHTOB B IpyIIe
CpaBHEHMsI, HANpOTHUB, IVIABHOW NMPUYMHOM MOSBICHMUS HapylleHMH putMma win pa3Butus XCH
ABJISICTCA AKTUBHBIM MHOKapAWT, IOITOMY Yy CYIIECTBEHHOH 4acTu OOJBHBIX yAaeTcsi HaOII0AaTh
NOJIHYI0 aHAMHECTUYECKYIO TpUaly.

B memom Mbl cuuTaeM, 4YTO BKJIAJ TE€HETHYECKMX M BOCHAJIUTEIbHBIX MEXAaHHU3MOB B
paszButne AJIIDK pasnuuaercss B 3aBUCHMOCTH OT (OpMBI 3a00J€BaHUSA: B OJHHX CIIydasx
npeoOiagaeT BKIJIAJA TMEPBHYHOTO T'CHETHYECKOTO neeKTa, a B JAPYTUX — MPUCOSAMHUBIIETOCS
muokapauta. [TogpoGHee 3T0oT Bompoc OyneT paccMOTpeH B maparpade 4.3, nocie aHaau3a posiu
MyTaluid, oOHapyKeHHbIX y manueHToB ¢ AIITK.

JIrobombITHO, uTO y manueHToB ¢ coueranneM AJIIDK u Muokapaurta, o CpaBHEHHUIO C
0onpHBIMU ¢ u3onupoBaHHOU AJIIDK, pexe ormeuanuch cUHKOMalibHble cocTosiHUS (26,3% vs
50%, p = 0,09) u O6bu1a TOCTOBEPHO HUXKE MOTPEOHOCTHh B Ha3HAYeHUH [-O510KaTOpoB (42,1 vs 68,8,
p = 0,047); kpome TOro, y HUX pexe OOHAPYKUBAIUCH >KUpOBble BKIoueHus npu MPT (44,7 vs
68,8, p = 0,078), cumxxenue BosbTaxka QRS (23,7% vs 43,8%, p > 0,05) u ycroituuBas KT (31,5%
vs 50%, p > 0,05). Tenaenmus k 6osee JerkoMy TedeHUIo 3aboneBanus y namueHtoB ¢ AJIITDK c
COITyTCTBYIOIIMM MHOKapJUTOM HaOirofangach HE TOJNBKO BO BCEH KOropre IEIUKOM, HO U IpHU

aHaJIM3€ OTACJIbHBIX KIIMHHMYCCKHX (I)OpM 9TO MOXKET TOBOPpUTH O TOM, YTO CaMa AZ[H)K B 3THX



180
cllydasix MpoTeKaeT OjarompusiTHee W i MaHu(pecTanuu 3a00JIeBaHUS JAaHHOH KaTeropuu
MAIMEeHTOB HEOOXOJUMO MPUCOEANHEHUE MUOKAPIUTA.

B 1o xe Bpems nuddepenmanbabii quarao3 AJIIDK u akTHBHOro MUOKapInuTa OUeHb CI0KEH
B CBSI3M C TEM, YTO MHOKAPJUT MOKET HE TOJbKo couetarbes ¢ AIIDK, HO 1 UMUTHPOBATH TUITMYHYIO
JUISL 3TOrO 3a00JIeBaHMs KIIMHUYECKYIO KAPTUHY KaK B OTHOILLECHUH YKeJTyJJOUKOBBIX HapyIIEHUH pUTMa
u HeratuBHBIX 3yOroB T Ha OKI', Tak u B otHOomenun aunaramyu [DK co CHMKEHHuEM ero HacOCHOM
bysakun. ['pynma UTanbsiHCKUX YYEeHBIX M3ydmiia pe3yiabTatel OMbB 30 manmueHToB ¢ 10CTOBEPHBIM
marao3oM AJIIDK. B pesynbrare y 50% narmenToB (15 ven.) 6pu1 moarBepskaeH auarno3 AJIDK, a'y
apyrux 50% BBISIBIIEH AaKTHBHBIM MHOKAapAWT COIVIACHO JA/UTACCKUM KpPUTEpUSM, HPHU 3ITOM Yy
MAIMEHTOB C MHOKapJUTOM OTMEYaJoch Oosiee OIaromnpusTHOE TeYeHHe 3a00JIeBaHHs B OTHOIICHUH
3 PEKTUBHOCTH aHTHAPUTMUICCKOM Teparnuu 1 notpedHocTr B mMintanTaun UK [162].

B sToMm uccnenoBanuu He onucaHo HU oxHOro ciydas coueranuss AJIIDK u muokapaura nim
oOHapyxeHusT (uOpo3a y MAIMEHTOB C AKTUBHBIM MHOKApPIWTOM, YTO 3aKOHOMEPHO BBI3BIBACT
BOIIPOCHI; €CTh BEPOSATHOCTh, YTO B OMONTAT MOMPOCTY HE MOMAIM yYacTKW MHOKap/a ¢ o4yaramu
(buOPO3HO-KUPOBOTO 3aMenieHus. BaxkHo moHmMaTh, uto DMDB sBISIETCS «30JI0TBHIM CTaHAAPTOM
JUArHOCTUKKA MHUOKapauTa, ogHako B Bepudukanuu AJIIDK wurpaer permmaronryio poib TOJBKO TpU
MOJIOKUTENBHBIX pe3ynbrarax. B otHomennn AJIIDK naHHBIM MeTOA MpH BBHICOKOW CHENU(PUIHOCTH
(92%) oOmamaeT MOBOJBHO HU3KOW YYBCTBUTEIBHOCTHIO (67%): BO-TIEPBBIX, Y4acTKH (HPUOPO3HO-
xwupoBoro 3amernienus B IDK Ha paHHuX cTagusix 3a005eBaHMs PacnoaratoTcsi Cy0dHIOKapAUaIbHO U
JIUIIIb TIOTOM PACIIPOCTPAHSIOTCS 110 HAMIPABIICHHUIO K SHAOKAP/TY, BO-BTOPBIX, U3MEHEHHSI MOTYT HOCUTh
JIOKAJBHBIN XapaKTep U MPOCTO He MONacTh B buonTar [24].

Emre omHMM MONE3HBIM METOJIOM, KOTOPBIH MOT ObI TOMOYB C TU(GEPEHIMATBEHBIM UATHO30M
AIIDK wu wmuokapauta, sBigercs MPT cepaua. I'pymmoit yuenbix u3  Caskr-IlerepOypra
corocTaBsuich pe3ynbTatel OMb u MPT ¢ orieHkoii ¢a3bl OTCPOYCHHOTO KOHTPACTHPOBAHUS IS
muarHoctukd AJITDK u comyTcTByromero Muokapauta: MuokapauT npu OMbB Obul monrBepkaeH
nmanHeiMu MPT Bo Bcex ciyuasx [10]. He coBcem sicHO, Ha YTO OPHEHTHPOBAINCH ABTOPHI IPU
JMarHOCTUKE MuoKapauta 1o JgaHHeiM  MPT. [lo-BuaumoMy, oOlEHMBanach HMHTEHCUBHOCTH
OTCPOUYEHHOT0 HAKOIUIEHHSI KOHTPACTHOTO BEIECTBA, OJHAKO MHTEPIIPETAIMs MOA00HBIX Pe3yIbTaTOB
HEOJHO3HAaYHA M MOXKET yKa3blBaTh KAK HAa AKTUBHBIM MHOKapAWT, TaK MU Ha MOCTBOCHAJIUTEIbHBIE
U3MEHEHUS, a MO0 HEKOTOPHIM JTaHHBIM M MPOCTO HAa y4YacTKu (UOPO3HO-KUPOBOTO 3aMEIICHUS B
pamkax ocHoBHOro 3aboneBanust [101]. MbI Takke paccMaTpUBAIIM OTCPOYCHHOE HAKOIUICHUE
KoHTpacta npu MPT kKak BO3MOXHBIA JTOMOJHUTENBHBIN MNpPU3HAK MHUOKApAWTa B COYETAHHH C
MOBBIICHHBIMA TUTPAaMHU AHTUKApAWANbHBIX AT, OfHaKo mnpu cpaBHeHuH mnamueHtoB ¢ AJIIDK c
MHUOKapIUTOM H 03 Hero JOCTOBEPHBIX pa3M4uii MO YacTOTe OTCPOYCHHOTO HAKOTUICHHUS

KOHTPAcTHOTO Tpenapata He moydeHo (42,0% vs 37,5%, p > 0,05). Takum 0O6pazom, 3TOT napameTp y
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narienToB ¢ AJIIDK MosxeT ObITh HecTieI(pHUeH B OTHOIIIEHUH MHUOKAPINUTA, U K €T0 MHTEPIIPETAIIUN
Y 9TOM TPYIIIbI MAIIUEHTOB CIEYET OTHOCUTHCS BECbMa OCTOPOKHO.

Msb1 He uckIO4aeM, 4To y yactu nanueHtoB ¢ coderanuem AJIIDK u mmokapaura moxer
0Ka3aThCA JIUIIb N30JIMPOBAHHBIA MUOKAPAUT, KOTOPbI uMuTUpyeT KapTtuHy AJIIDK, 310 TOMXKE MOTII0
Obl 00BSCHUTH OoJiee JIerkoe TeueHHe 3a0oNieBaHus MO Py mapaMerpoB y mampeHTtoB ¢ AJIIDK u
MHUOKapIUTOM IO CPaBHEHHUIO C TaKOBBbIM y OonmbHBIX ¢ m3omupoBanHoi AJIIDK. Tem He menee
HUKaKAX PA3IUYUA MO0 JOCTOBEPHOCTH IMATHO3a M KOJMYECTBY OOJBIIMX M MaJIbIX KPUTEPHUEB HE
noy4eHo. [1o cyTH, Helb3sl UCKITIOYHUTH, YTO CPEIU MAIMEHTOB, MO0 KOTOPBIM paspabatsiBaiuch TFC-
2010, Toxe ObuM Te, y Koro Muokapaut mmutupoBasn AJIIDK, Tem He MeHee 3T0 oduiManbHbIC
KPUTEPUHM, HAa KOTOpBIE CIIEAYeT OPHEHTUPOBaTbCc B IMeEpBylo odepenb. C Apyroil CTOPOHBI,
MOJTy4YEHHbIE Pa3IniUs MOTYT OBITH OOYCIIOBJICHBI TE€M, YTO CAMOW MHOTOYMCIIEHHOM MO KOJIUYECTBY
MAIUEHTOB SIBJSIETCSl JIATCHTHAsl apuTMUdeckas Qopma, KOTopas MpeAcCTaBleHa OTHOCHUTEIBHO
HETsHKEeNbIMHU TarmenTamu ¢ yactoi JKOC, a MpoIeHT COMyTCTBYIOIIEr0 MUOKApAUTa B 3TOH (opme
JIOBOJIBHO BBICOK (74%).

[Ipu TOM, 4TO MONBITKAM pa3rajarh 3HAUYEHUE COMYTCTBYIOLIEIO MHUOKAPAWUTA y MALIUEHTOB C
AJIDK mnocesiiieHo HeMasno MyONMKaluid, 3TH CBEICHUS HE HAXOISIT HUKAKOTO MPAKTUYECKOTO
npumMeHeHus. OTCYTCTBYIOT MyONMKAIMKM O JIEYCHUH XPOHHUYECKOTO WH(EKIIMOHHO-UMMYHHOTO
Muokapauta y nanueHToB ¢ AJIIDK. BHe 3aBucumMocty OT IpUpo/ibl BOCHAJIICHUS HaM MPEICTABIISIETCA
nenecooOpasupiM  HazHaueHne HCT BceM OONBHBIM € OOBEKTHUBHBIMH TPU3HAKAMU aKTHBHOTO
MHUOKapANTA.

IIpu cpaBHeHun nanueHTtoB ¢ couetanuem AJIIDK m mMuokapaura u ¢ M30JIMPOBAHHOU
AJIIDK  cymecTBeHHbIX  pa3inMuMii HU 1O  MCXOJHBIM  IapamMeTpaMm  XOJTEPOBCKOTO
mouuTopupoBanus DKI' u OxoKI', HM MO KOHEYHBIM TOYKAM HE BBISBICHO. DTH JAHHBIE MOTYT
CO3/aTh JIOKHOE BIIEYATIIEHHE O TOM, YTO COIMYTCTBYIOIIMHA MHOKApIUT HHUKAKUM OOpa3oM He
BJIMSIET HA TeueHHe O0JIE3HU U UCXO/Ibl. TeM He MeHee, Ha HaIll B3IJIAl, MIMEHHO 3a CYET YCIIEIIHOTO
BO3JICUCTBUS HA COIMYTCTBYIOIIUA MHOKAPIUT yJaeTcs Jydlle KOHTPOJUPOBATh CHUTYAIUIO W,
BO3MO)XHO, HECKOJBKO 3aMeIJUTh MPOrpeccCHpoBaHHe OO0Je3HU. DTO MOATBEPIMIOCH TMpHU
CpPaBHCHHH MEXIy coOoi marueHToB ¢ coderanmeM AJIIDK w Mumokapmura, TOTydYaBIINX U HE
nonydaBmux UCT. Ha done UCT momumo TeHACHIIMH K HOpMaTU3allii TUTPOB aHTUKAPUATbHBIX
AT ynaBanoch 3()(heKTHBHEE JICUUTh KEITyJOYKOBBIC HAPYIICHHUS PUTMA, HE OBUIO OTPHUIIATEIHLHOM
JUHAMUKH TI0 pa3MepaM Kamep cepala u cucronndeckoit ¢pynkiuu JDK, Gonee Toro, y naiuueHToB,
nonydaBmux UCT, 6bl1a 1ocToBepHO HUXE 00111as tetaibHocTh (4,0% vs 30,8%, p = 0,03).

Y OTHeNbHBIX MAlMEHTOB IMOMUMO TOBBIMICHUS 3(PPEKTUBHOCTH aAHTHAPUTMUYCCKOU
Tepanuu oTMedasioch yBennuenne @B JIK u ymeHbllleHHE CTENEeHN quilaTalluk KaMep cepala, a y
HECKOJIbKMX OOJBHBIX (B TOM YHCIIE€ C TEHETUYECKU BEpU(DHUIIMPOBAHHBIM JMATrHO30M) OTMEYAIacCh

INOJIHasA Pperpeccust Hap}IH_ICHI/Iﬁ putMa, 49TO IIO3BOJHIIO HaK€ OTMCHUTb AHTUAPUTMUUYCCKYIO
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tepanuto. lloaTBepkaeHHE 1LE1ecO00pa3HOCTU JIEYEHHs COINyTCTBYIOIIETO MHOKAapAUTa MBI
HAOMIOIAMM Wy psijia TSOKENbIX HanueHToB, oTHocsmuxcs K I u IV kimHMYeckum dopmam:
3ayactyto TedeHue AJIIDK Obuto 1ocTaToyHo CTaOMJIBHBIM M COCTOSIHME OOJIBHBIX OBLIO
0o0ycCIllOBI€HO, B OOJbLIEH CTENEHU, YPOBHEM aKTUBHOCTHM MMOKapauta. B rpymnme 6e3 NCT
noMuUMO OoJiee BBICOKOW JIETaJbHOCTH, HANPOTHUB, HE W3MEHWINCh WM TOBBICWINCH THUTPHI
AQHTHKAPAUAIBHBIX AT, TIONHBIH aHTHapuTMHUecKuil 3Qdext B orHomernn KIC ObUT JOCTUTHYT
HE y BCEX MAalMEHTOB, OTMEYEHA TeHACHIUA K cHkeHnto @B JDK u yBeanueHuro cOOTHOIIEHUS
KAP JDK/II3P ITXK (2,2+0,4 vs 2,6+0,4, p = 0,028) 3a cuer JOK.

B Hactosmiee Bpems paspaboTka snureneruueckoro yeuenuss AJIDK naxoxutcs B camom
Hayasne myTu [49, 100], mosToMy Mbl HE MOXEM IOBJHUATh HA TE€HETHMUYECKYI0 KOMIIOHEHTY, HO
JeyeHHe COIyTCTBYoMEero Muokapaura y nauueHtoB ¢ AJ[IDK sBasercs abCoMOTHO TOCTYIHBIM,

BO3MOJKHBIM U IIPEACTABIISACTCSA HAM KpaﬁHe Ba’>XHBIM.

4.3. I'eHo-¢eHOTHIINYECKHE KOPPEJIALHA
1 POJIb FTeHeTHYECKUX H BOCTIAJTUTEIbHBIX MEXaHU3MOB

B Pa3sBUTHH KIMHHYecKuX popm A AIIK

Ha cerogusmnuii nenp pesynaptatsl JIHK-muarHocTukn mIMpPOKO HCHONB3YIOTCS B
KapJMOJIOTHYECKON TmpakTuke s yrouneHus nuarHo3a AJIIDK. Hamwuwme myrtanuii B reHax,
OTBETCTBEHHBIX 3a pa3BUTHE 3a00JIeBaHMS, paccMaTpUBAaeTCsl Kak OOJBIION JUAarHOCTHYECKUN
kpurtepuii cornmacio TFC-2010.

Nzyuenne reHo-penotunmuecknx koppemsiuii y mampentoB ¢ AJIIDK npencraisier ocoOblit
MHTEpEC, TaK KaK C 3TUM 3a00J€BaHHEM aCCOIMUPOBAHO JTOBOJILHO OOJBIIIOE KOJIMYECTBO T€HOB, UTO
JIeTIaeT 1eTIeco00pa3HbIM TIOMBITKY MPOTHO3MPOBATH KIMHUYECKOE TEUEHHE M MCXObI 3a00JIeBaHNs,
OTMPAsCh HA TO, B KAKOM UMEHHO T'eHe Obli1a OOHapy»KeHa MyTalHs.

Hamma xoropra oTHOCHTENbHO HEOOJbIAs M HACUMTHIBAET 54 MaIMEeHTa, U3 KOTOPBIX MyTalluu
ObuT OOHapyskeHbl y 15 (28%), uTo menaer CTaTUCTUYECKUH KOPPEIALMOHHBINA aHAN3 B CTPOrOM
CMBICTIE 3aTPYAHUTEIBHBIM, OJJHAKO MO3BOJISIET JICTATBHO PACCMOTPETh OCOOCHHOCTH T€UEHHS OOJIE3HN
y KaKI0ro U3 MalueHToB ¢ MyTanueil. Kpome Toro, moo6Hoe uccienoBaHue BIepBble MPOBOIUTCS Ha
BBIOOPKE, TPEICTABICHHOM POCCUHCKOW MOMYyJNALUEH, MO3TOMY HWHTEPECHO CPAaBHHUTH TONTyUYEHHBIE
HaMU Pe3yJIbTaThl C JAHHBIMUA, OCHOBAaHHBIMHU HA aHAJIU3€ €BPOICHCKUX M aMEpUKAHCKUX KoropT. Ha
JTAaHHBI MOMEHT camoe OOJIbILIOE UCCIIE0BAaHKE, MOCBSILEHHOE BIMSHUIO T€HOTHIA Ha KIIMHUYECKOE
teuenne AJIDK, ocHOBaHO Ha WU3y4eHMH TPAHCATIIAHTUYECKOM KOTOPTHI, COCTOALIEH W3
oobenuueHHbx peructpoB JHU u ICIN u Brimowaromeit B ce0st 577 yenoBek ¢ mytarusimu: 230

npo6anIoB U 347 poJCTBEHHUKOB U3 241 HEpOACTBEHHOM ceMbH [29].
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B namewm uccnenoBaHuM MyTanuu ObUTH OOHApyKeHbI B 6 reHax, THOUYHBIX st AITDK:
PKP2 (n=3), DSP (n=3), DSG2 (n =3), FLNC (n=2), DSC2 (n=1), TMEM43 (n=1)), a
Takke B 3 HeTUNHuHbIX reHax: SCNSA (n = 1), coueranue MYH7+MYBPC3 (n = 1). [IpeoGnananu
myTauuu B reHax PKP2, DSP u DSG2, Ha KOTOpbIE IPUXOAUTCS OOJIbIIE OJOBUHBI BBISIBICHHBIX
MyTauuid. B TpaHcarmaHTHueckoi koropte npeobnaganu mytanuud B reHe PKP2, koTopble Obuin
nuarHoctupoBanbl 'y 463 (80%) manueHntoB, Ha BTOpoM MecTe Obuin MyTaumu B DSG2 u PLN,
oOHapyxeHHble Vv 31 manueHTta kKaxknas. JIFoOOMBITHO, YTO HU y OJHOTO OONBHOTO B Halleh
BBIOOpKE HE OBUIO OOHapykeHO MyTanuu B PLN, 4TO, BEPOSTHO, OOYCJIOBJICHO OCOOCHHOCTSIMH
poccuiickoil momynauuu. MyTauuu B DSP Takxke ObUTM OOHApy’>KEHBI y JOCTaTOYHO OOJIBIIOTO
KojudecTBa narueHToB (19), a BoT myTtanuii B FLNC aBTOpBI HE OMHUCHIBAIOT [29]. DTO CBS3aHO C
TEM, YTO JIaHHBIM TeH ObUI paccMOTpeH Kak accouuupoBaHHb ¢ AJIIDK yxe mocine nanHOTrO
uccnenoBanus, B 2016 r. [199]. Myrtanuu B rene DSC2 6butn 0OHapy>KeHbI BCEro y 8 MalUeHTOB
BO BCEH TpaHcaTIaHTHYECKOH koropte, a B TMEM43 — nuiib y OJHOTO, YTO J1a€T HaM OCHOBAaHHE
PACUEHUTh 3TU HAXOJKH Yy HAIIMX MMallMEHTOB KaK JOCTATOYHO PEIKHE.

CoueTtanue AByX MyTalliii B HaIllel BRIOOPKE OTMEUAETCs y 2 OOJIBHBIX: Y OJHOM MAIMeHTKH
sto TtunuuHble s AJIIDK rewst DSG2+DES, onHako pojib MyTalldd B TIOCJIEIHEM TEHE
YTOUHSETCS, @ y BTOPOM OOJBHON A3TO COYETAaHME MYTAIlMii B TEHAX CApPKOMEPHBIX OCJIKOB
MYH7+MYBPC3. B TpaHCcaTIaHTMUECKOM KOTOpTE OMUCAaHO 22 marueHTa ¢ 0ojiee 4yeM OJHOMU
uaeHtuunupoBanHoi wmyrtanued. [lo uxX gaHHBIM, HanmuuWe JBYX U Ooinee MyTanui
ACCOIIMMPOBAHO C paHHUM Je0I0TOM u OoJjiee TSDKENBIM TEYCHHEM 3a00JIeBaHUS 10 PSAY
napaMmeTpoB: Oonpmuid puck paszutus yctoruuBoit JKT/DIK, BoBneuenus JIK u matukpaTHbIN
puck pazButusi XCH 1o cpaBHEHHIO ¢ HOCUTEISIMH OJHOM MyTalMH, pUCYHOK 55 [29]. B eme
OJTHOM HCCIIEIOBAaHHMHM, BBITOJTHEHHOM Ha 6aze peructpa JHU, Taxke ommcano Hammuue XCH y
BCEX 8 MAIMEHTOB C IBYMsI MyTallUsIMH B UX BbIOOpKE [97].

Y mnameii OompHOM ¢ wmyrammsmMu B DSG2+DES oTMmedaercs, HANpOTHB, IOCTaTOYHO
OnmaromnpuaTHOE KIMHMYECKOe TeueHHe 3a00JIeBaHUS: BO BpeMs OEpEeMEHHOCTH MAaIlUeHTKE ObLIH
OTMEHEHBI aHTUAPUTMUYECKUE TPEnaparhl, MOCIe Y€ro HapyIlleHUs puTMa HE PelUIUBUPYIOT YK€ Ha
NPOTSHKEHUH TPeX JIET, HECMOTPsI Ha TO, YTO B JIeOI0TE OTMEUAINCh TapoKcu3Mbl yeroitunBoit JKT, mo
noBoxy yero Obiia npoBeneHa PUA (OKT ne penmnuBupoBaia, oqHako coxpassiack yactasd XKO). [Ipu
sroM nuarno3 AJIIDK y GonbHOI He BBI3BIBACT COMHEHHM, TaKk KaKk OH BEpU(MHUIMPOBAH HE TOJIBKO
TeHeTHYeCcKH, HO U Mopdosorrnyecku. Poib MyTaluu B reHe JeCMUHA YTOYHSIETCS: HE UCKIIFOYEHO, UTO
JTaHHAsl 3aMEHa SIBIISIETCS PEIKUM MOIMMOP(U3MOM U HEMAaTOreHHa. Y BTOPOM MAIMEHTKH C MyTaluen
B reHax MYH7+MYBPC3 cutyauus oOpaTHas: y Hee auarHoctupoBaHo couetanne AJ[IDK ¢ HKM
(MMEHHO JJIs1 TIOCJIEAHEr0 TUIHWYHBI MyTallid B F€HaX CAPKOMEpPHBIX OEJIKOB), U Ha MEPBbIM IUIaH B
KJIMHUYECKOW KAPTUHE BBIXOJSAT arpeCCUBHBIC JKETYJOUKOBBIE HAPYILIEHUS] PUTMA, PE3UCTEHTHBIE KAK K

MCAUKAMCHTO3HOMY, TaK W K HHTCPBCHUHUOHHOMY JICYHCHHIO, IO IMOBOAY KOTOPLIX HCOAHOKPATHO
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npoucxonun agekBatHele cpabateiBanust K], mpu stom mposisinenns XCH, HecMOTpst Ha Hamuue

HKM, munnmanshbl v cooTBeTcTBYIOT [ 1., | @K mo NYHA.
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Pucynox 55. Ilepunon, ceo6oansIii ot ycroitunsoii JKT/P7K, BCC y nanueHTOB ¢ 01HOH

U AByMs U 00j1ee myTanusamu [29]

B otHomennn PKP2 B KpyMHBIX UCCIIEAOBAHUSAX HE OBUIO MPOJAEMOHCTPHUPOBAHO KAKUX-THOO
KOppeSIIMi ¢ KIMHUYECKUM TeYeHHEeM, W (EHOTUN MaIMEeHTOB ObLI JOCTaTOYHO pPa3HOOOpa3eH
[29, 97, 99]. B adpukanckom peructpe Obi1o oTMedeHo Oonee Tsukenoe Teuenue AJIIDK y GonbHBIX ¢
MmyTarueit B PKP2 1o cpaBHEHHIO C TEMH, Y KOTO MyTaluii He 00HApYy»KEHO, OJTHAKO ATU JaHHbBIE ObLIH
omyosukoBadbl B 2009 T., T0O3TOMY HET YBEPEHHOCTH, YTO TMAIMEHTHI 0€3 MYyTallid yIOBJIETBOPSIOT
TFC-2010 [205]. B nameli BbIOOpKE BCe TpW MalMeHTa ¢ MyTauued B reHe PKP2 oTHocsATCS K
pa3BepHyTON apuTMHUYecKoi Qopme, y Bcex ObUIH anekBaTHble cpabareiBanus WMKJ[ mo moBomy
ycroitunBoii JKT/®X, B ToM uymcne Ha (oHe HachimeHUs amuogapoHoM. [Ipu KoppensimoHHOM
aHaju3e ObUIO MOATBEP)KACHO, YTO MYTallMM B 3TOM TI'€HE acCOLMUPOBAHBI C HEOIArOoNpUSTHBIMU
coObITUsIMA  (CMEpTh, OOMOpPOK, ompaBnaHHoe cpabareiBanue WKJI, yctoitumBas KT/DXK),
norpedHocThI0 B uMIutanTaru MKJI, noseimenuem yposusi CPB, cHmkeHrneM BoJibTaka KOMILIEKCA
QRS, a Takxe ¢ yromenueM cBo0oqHOM cTenku [DK.

OnHuUM U3 aKTyaJbHBIX BOIIPOCOB SBJISIETCS BIMSHUE MYyTalMii Ha pa3BUTHE CEPACUHOU
HEJIOCTATOUHOCTH. B nmTepaType MbI BCTpedand JaHHbBIE O Koppensiuu Mytanuii B rene DSG2 c
BOBJICUCHHEM B marojiorudeckuii mporiece JOK [90], omnako y Hammx Tpex MaIMEeHTOB MOA0OHOM
3aKOHOMEpPHOCTHU He Habmroanock: ymepernnoe cHmkerne @B JDK no 45% 3apeructpupoBaHo JHIIb y
nanueHta ¢ myTauueid B DSG2 B TOMO3UIOTHOM COCTOSIHUHM, Y KOTOPOTO TMPEBATUPOBAIN SBICHHUS
MIPABOXKETYIOUKOBOM HeocTarouHOCTH. CBsizu MmyTtanuii B DSG2 v OMBEHTPUKYJIIPHOTO TIOPAKEHUS
HE OTMEUEHO U B TpaHcaTIaHTHueckon koropre [29]. Eue yamie BcTpeyaroTcsi CBEAEHUSI O TOM, UTO C
passutuem XCH y nanmenros ¢ A/IIDK acconuupoBans! mytanuu B rene DSP [25, 151, 179]. Tem ne

MEHee B MCCJIEeOBaHHHM, BBINMOIHEHHOM Ha 0ase peructpa JHU, menbio KoToporo ObUIO yCTaHOBHUTH
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npeauktopsl pazsutuss XCH y mammentoB ¢ AJIIDK, Oblia nmpoaHaim3upoBaHa 4acToTa Pa3THIHBIX
myTauuii y 6onbHbIX ¢ XCH n 6e3 Hee: HOCTOBEpHBIX Pa3zIWyuii HEe ObLIO MOJyYEHO HH 10 OJHOMY
TeHy, B 4aCTHOCTH, 110 DSP, MyTaluu B KOTOpoM Oblii 00Hapy>keHbl y 3% 6ombHbIX ¢ XCH 1y 3% —
6e3 Hee [97]. B TpaHcaTnaHTHUECKON KOrOpTE TaKKe aHAIM3MPOBAJICS BKJIAJ F€HOTHUIIA B Pa3BUTHE
XCH: ygame Bcero cHmxenune @B JDK ormeuanock y maumeHToB ¢ MyTauuel B reHe PLN, X OTiaM4aiio
Oosiee MO3/1HEE Hayalno KIMHMYECKUX IPOSBICHUH, OJHAKO MeHee ONarompusTHBI OTAaleHHbINA
nporuo3 ¢ Oonpiieit yactoroi passutust nauchynkmmu JOK m XCH, Ha BTOpOM MecTe Mo dYacToTe
pazsutus XCH cpenu nmpobanmoB crosin DSP (cumkenne @B JDK oTMedeHo y MOIOBUHBI MAITUEHTOB C

9TOI MyTaIpen) pucyHok 56 [29].

OB /1K < 55%

MpobaHapbl YneHbl cemei

% 100

5P

Jup PKP2 L Jup PHPZ | MM D
TMEM42 05G2 Dsc2 PLN TMEM43 0s5G2 Dsc2 PLN

Pucynok 56. Yacrora BeisiBiieHns cHukennsa OB JIZK<55% y nannentos

¢ pa3jJMYHBIMU MyTanuamMu [29]

B nameii koropre mytarmu B reHe DSP npeacTaBisitoT ocoOblid mHTEpec. Bo-mepBhIX, y Beex
TpeX MAalMeHTOB ObUIM BBISBICHBI NPHU3HAKK OMBEHTPHUKYJISIPHON CEpIEYHON HEAOCTAaTOYHOCTH H
CONYTCTBYIOILIET0 MHOKapauTa. Bo-BTOpbIX, y ABYX MalMEHTOK ¢ MyTamuedl B reHe DSP Obul
obHapyxeH xup B JOK pu MPT, dyero He oTmMedanocs OOJbIe HU y KOTO B HaIIeH BEIOOPKE, TAKHM
o0pazoMm, MmoaTBep:kIaeTcs BoBieueHne B maronormyeckuid mporecc JOK. W, HakoHen, B-TpeThHX, Y
IBYX W3 Tpex 3TuxX OoJibHBIX aumarHoctupoBaHo coderanume AJIIDK m HKM, duro B coveranum c
JAHHBIMU KOPPEJSILIMOHHOTO aHajJIM3a JaeT HaM OCHOBaHWE T'OBOPUTH O TOM, 4TO MyTauus B DSP
aCCOLMMPOBAHA C COYETAHMEM JTHX [JBYX KapAWOMHMONATHH, a TAKXE C BOBJICYCHHEM B
naronornueckuid npouecc JOK u passurmem XCH. Kpome Toro, ormedeHa KOppessiius MEXIy
HanuuueM MyTaimu B DSP u peructpauued HeycroiunBod KT mpu CyTOYHOM MOHUTOPHMPOBAHUU
OKI mo Xonrepy Ha (hOHE aHTHAPUTMHUIECKON TEPAITUH, YTO TOBOPUT O PE3UCTEHTHOCTH HApYIICHHN

pyutMa 'y HOcUTEJIeH MyTalyu B 9TOM T'CHEC.
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B nureparype ecth maHHBIE 00 OOHApYKEHHWHW HOBOW TEPMHUHHUPYIOIICH MyTallid B TeHE
DSP y nanentoB ¢ AJIDK, y 5 Hocureneit kotopoii Obu1 BeisiBieH HKM [127], ogHako B 3TOM
paboTe ecTh HECKOJBKO HESICHBIX MOMEHTOB, KOTOpBIE MBI O0OCyAWiM BhIme, B maparpade 4.1.1.
CseneHnus o couetanuu myrtauuii B rene DSP ¢ Hannuuem HKM BeTpeuanuch Takke Ipy ONMCAHUN
nByX OpatbeB ¢ cunapomoM Carvajal ot 6GnmskopoacTBenHbIx poauteneit [210]. Cunnpom Carvajal,
B CBOIO ouepenb, Hepenko codertaercss ¢ HKM JDK [28, 185, 210]. Taxxke onucaHo JBa ciydas
TOMO3UTOTHON Jnenenuu reHa PKP2 B mipenenax OIHOM CeMbH, KOTOpble (PEHOTUIMHMUECKH
MPOSIBIUTHCH B BUJE n3oinupoBanHoro HKM, crasmero npuunnoi Tsokenoi XCH u rubenu ogHOTO
pebeHka B paHHEM BO3pacTe, a BTOPOI0 — aHTEHATAJIbHO, IIPU 3TOM BCE M€TEPO3UTOTHBIE HOCUTEIH
ITOU AeNeruu ObUTA KITMHUYECKH 310POBHI [ 164].

Hanuune mnonoOHBIX MEpeKpECTHBIX (EHOTHIIOB TOBOPHUT O TOM, YTO T'EHETHKa
KapJIMOMHUONATHI TOpa3lo CI0XKHEE, YeM H3HAYaJIbHO NPEICTaBIIOCh, U OJWH TE€H MOXET
OTBEYaTh Cpa3y 3a HECKOJIBKO KapauoMuomnaTuil, pucyHok 57 [106, 203]. O1o 00bACHAET Takke U
HalliuyMe B Hamed koropre Myrtanuii B HetunuuHbix a1t AJIIDK renmax, B 4acTHOCTH, B
MYH7+MYBPC3 y OGonbHOUM ¢ coueranuem AJIIDK+HKM u B SCN5A, xoTopwlii ropasmo
IpUBBIYHEE BCTPETUTh NpuU cuHApoMe Yy uimHeHHoro QT wim cunzpome bpyrama. Kcratu, B
peructpe JHU Taxke ecth onun nanueHt ¢ penotunom AJIIDK u myTanueii B MYH7 v emie oauH —
¢ coueranuem mytauuu B SCN5A u LMNA [97].

[ToMumMO TeHO-(DEHOTUITMYECKUX KOPPEJSIMN, Mbl MPOAHATM3UPOBAIN BKIIAJ TC€HETMYECKUX U
BOCTIAJIUTEIHHBIX MEXAHU3MOB B (JOPMUPOBAHNE KIIMHUYECKOI KapTUHBI IIPH PA3TUUHBIX KIMHUYECKUX
dopmax AJIIDK. Kak y»xe roBOpwIOCH BBIIIE, 10 CHUX TOP /10 KOHIIA HE SICHO, YTO JIS)KUT B OCHOBE
3a00J1€BaHMsl, @ YTO — BTOPUYHO: T€HETMUECKH HEMOJHOLIEHHBI MMOKapj SBJISETCS TOYBOM JUIs
pa3BUTHS MHOKapaWTa WIM K€, HApOTHUB, AKTUBHBIM MHOKApIUT CIHOCOOCTBYET peatn3aliu
AHOMAJIbHOM N€HETUYECKON IporpaMmbl. MBI cuMTaeM, 4TO BKJIAJ F€HETMYECKUX M BOCTIAIUTEIBHBIX
mMexaHn3MoB B pazButue AJIIDK pasnuuaercs B 3aBUCMMOCTH OT (hOpMBbI 3200JI€BaHUSL.

Tak, mpu JaTEHTHON apuTMHUYECKON (QopMe Ha TEpBOM MeECTe CTOUT BOCMAJCHUE, YTO B
COYETaHMM C HUMEIOLIUMUCS Y TMAIMEeHTOB MyTaUusIMH (KOTOpbIE, 1O BCEl BHUAMMOCTH, HOCST
OTHOCHTEIFHO JOOPOKAYECTBEHHBIM XapaKTep) MPUBOJINUT K pa3BUTHIO U TporpeccupoBannio AJIIDK.
B nonb3y 3TOro roBoput u TOT (pakT, 4YTO MyTalMU y MALMEHTOB C JAHHOM KIMHUYECKOW (opMoii
BoIsiBIIeHB! B HeTHnuuHbIX Ui AJITDK renax. Ilpu pasBepHyTO#l apuTMuueckoil ¢opme, HampOTHB,
IPOLICHT MHOKApANUTA CaMblil HU3KHH, 371€Ch BeIyllas poib B (POPMUPOBAHUN KIIMHUYECKON KapTHHBI
NPUHAIIEKUT NaToreHHbIM MyTammsaMm. Urto kacaercst popm AJIIDK ¢ mporpeccupytromeit XCH u ¢
HKM, 31€ch posib reHETUYECKUX U BOCITAJINTENIBHBIX MEXaHU3MOB OZIMHAKOBO BAYKHA U 3HAYUMA, YTO U
oOycnaBnmuBaeT Oosee TsHKeIoe TeueHue OOJIe3HH y 3TOW TpyNmbl MArMeHToB (pUCYHOK 58). Kak Mbl
OTMEUAIM paHee, Y MAIMEHTOB ¢ MUOKAPIUTOM HE OTMEUEHO JOCTOBepHO Ooiee Tshkenoi XCH wm

Oosiee BBIPAKEHHBIX CTPYKTYPHO-(QYHKIIMOHAIBHBIX W3MEHEHWH Cepila, YTO TAaKKe TOBOPUT O
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HPONOPLMOHATIBHOM BIIMSIHUM T€HETMYECKOW OCHOBBI M BOCHAJIEHUsI Ha (OpMHpOBaHHE (DEHOTUIA
AJITDK: y onHUX ManyeHToB B OONbLIEH CTENIEHH MUOKAPAUT, Y JPYTUX — MEPBUYHBIN T'€HETUUECKUI

Ile(l)eKT MPUBOANUIIA K COITOCTABUMBIM KIIMHUYCCKUM ITPOSBJICHUSM.

HKM MiB1 )
DTNA
ﬁccs FKRP  PSEN2 | TAZ \
OKMI BAG3  FKTN  RBM20 | PRDM16
CRYAB  GATAD1 SCGD
DMD  ILK TBX20
EMD  LAMA4 TMPO
EYA4  PDLIM3 TXNRD2
FHL2  PSEN1  PKD1/2
/ans ACTNZ  NEXN LoB3 N
rKkmMn [ LA ANKRD1 TCAP MYBPC?.\
JPH2 | CAVZ  TNNC1
MYLK2 | CSRP3  VCL
MYOZ2 | LAMP2
PRKAG2| MYHS
FHL1
MYLZ | MYPN ACTC1
MYL3 MYH7
PKMM TNNI3
TNNT2
TPM1
4 DES
\ TIN PN
DSG2 | DsSP
PKP2 | LMNA
RYR2 | SCNSA

CTNNA3 DSC2  TGFB3
AOMHK \ Jup TMEM43 J

Pucynok 57. I'eHbl, MyTalum B KOTOPbIX ACCOLUMPOBAHBI

¢ Pa3IM4YHBIMU KapauoMuonatusamu [203]

CI'IOCOGCTBYET peanuvialmm aHOMalbHOW reHeTUJeCcKon nporpammesl

oo s |

- PazBepHyTan aputMuueckas dopma ‘

leHeTUKa

BnaronpuATHbIA GOH ANA PAa3BUTUA MUOKapAUTA

Pucynox 58. CooTHOIICHHE IBYX OCHOBHBIX NATOT¢HETHYECKUX (PAKTOPOB
(maToreHHbIX MYTALMI 1 MHOKAPANTA)

B Pa3BUTHHU PA3JIUYHbIX KIUHUYecKuX BapuanToB AJIIIK
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Emie onuH acnexT, KOTOphI OBl pacCMOTPEH B Halleil paboTe — pa3inuyusl y MalUeHTOB C
MyTanusMu U 0e3 HuX. J[0OCTOBEpHBIX pa3NU4Mii 10 HAPYIICHUSM PUTMA HE BBISBICHO, OJHAKO
oTMevYasiach TEHACHIMSA K OoJyiee dyacThiM smu3oaaM ycroruuBoi KT m oOMopokaMm y OOJIBHBIX C
myTarusamu. Ummnantanus K] BeimoaHsAIack JOCTOBEPHO yallle marueHTaM ¢ myTtanusamu: 53,3%
vs 12,8%, p = 0,002, ogHako 3T0 00yCIOBICHO HE TOJBKO Pa3IHUYMEM B KIMHUYECKOM TEUYEHUH, HO
U TEM, YTO caMO OOHapyKE€HHE MYTallMU TaKXKe BIMSIIO B MOJOKUTEIbHYIO CTOPOHY NPH NPUHATHN
pemenust 06 ummnantauun UK/ (oOnapykenue Oojiee OnHOW MyTalMM y TalMeHTa WM cam
cTaTyc npobana — Manble pakTopsl pucka [68]).

B nameit koropre XCH nocroBepHO yalie AMarHoCTUPOBAJACh Y MAllMEHTOB C MyTallUSIMU
(67% vs 28%, p =0,01), ogHako mpu 3TOM y HHX OTMeueHO Oozee yerkoe ee teuenue: [-IIA [I;
ITA] vs 2b [2A; 2B], p = 0,07. Yrto kacaerca ocobernocteit DKI', y maneHToB JOCTOBEPHO Yallie
BBISBJSUTACH CHIDKEHHE BoJbTaka QRS, ymmpenue QRS B V) u moctoBepHO O0bIIIEe KOIUIECTBO
OTBEJCHUI C HEraTMBHBIMH 7-3yOriamu. Bce 3TH mpu3HaK yKa3bIBAIOT HA TO, YTO y MAIIMEHTOB C
MyTallUIMH UMEET MECTO OoJjiee TsHKENoe M paclpoCTpaHEHHOE MOopa)keHHe MHoKapzia. Pazmumuunii
M0 YacTOTE COMYTCTBYIOIIETO MUOKApIUTa y MAIMEHTOB C MyTallMsIMU U 0e3 HUX He 0OHAPYkKEHO,
XOTSI CUUTAETCS, 9YTO TCHETUYECKU U3MEHEHHBI MUOKAP]I SIBISIETCS OJAarONpUSATHON MUIICHBIO IS
WHQEKIINA U ayTOUMMYHHOU arpeccun. OHAKO, IO BCeW BUIUMOCTH, Y MAIUEHTOB C MYTAIUSIMH
MHUOKapJIUT NpOTeKal TshKesee, Tak Kak y HUX Obljia JOCTOBEPHO BhIIIE MOTPEOHOCTh B HA3HAUEHUU
I'KC (p = 0,008) u azatnonpuna (p = 0,02).

B nureparype ectb naHHBIE MACIITAOHOTO MCCIEIOBAHUS, IIEIbI0 KOTOPOTO OBUIO U3YUYCHHE
TeueHus1 O0oJye3Hn y Oosbinoro koiudectBa mamueHToB ¢ AIDK [99]. Ono Bkitouano B ceOst
npakThdeckn Bcex manueHToB u3 peructpoB ICIN u JHU u unenoB ux cemeit (cymmapno 1001
4yeloBek!), a He TOJNBKO TeX, Y KOro OblTM OOHapy>KeHbl MyTallH, KaK B MCCIEAOBAHUU IO TE€HO-
(EHOTUITMYECKUM KOPPEISALUAM, Ha KOTOpPOe MBI cchuUianuch Bhimie [29]. UccnemnoBatenu Takxke
npoaHanu3upoBanu ocodenHoctu TeueHust AJIIDK y 6oapHBIX ¢ MyTanusiMu ¥ 06€3 HUX: OOJIbHBIX €
MyTaIUsIMHA OTIWYAIH JOCTOBEPHO OoJiee paHHHMKM BO3pacT 1e0roTa W OONBIIMK PUCK Pa3BUTHUS
yctorunBoii KT (ogHako pa3nuyus MO apUTMHSIM Takke ObUIM HEJOCTOBEPHBI, HECMOTpPS Ha
OTPOMHYI0 BBIOOPKY). Kpome Toro, manueHToB ¢ MyTalusMy OTIHYAI0 JOCTOBEPHO OoJiee yacToe
IPUCYTCTBUE HETAaTUBHBIX T B JEBbIX IpyAHbIX oTBeAeHUsx (4% vs. 0,7%, p=0,037), uto
NEPEeKIMKAeTCd C HAIIMMHU JaHHBIMH O OOJIbIIEM KOJMYECTBE OTBEIEHUN C HEeraTuBHbIMH T y
NAlMeHTOB ¢ MyTauusMu. Hukakux Jpyrux OTIWYHA MO CTPYKTYPHO-(PYHKIIMOHATHHBIM
napaMeTpam He BBISBIICHO.

Crnemyer OTMETHTb, YTO, XOTS HAJMYWME MYyTallMHd SIBISETCS BaXKHBIM JIMArHOCTUYECKUM
NPU3HAKOM W TO03BOJIIET HAM JyMaTh O BO3MOXKHBIX TEHO-()EHOTUIHUYECKUX KOPPEIAIHUSIX,

OTCYTCTBHE MyTallui HU B Koel mepe He uckimouaer AJIIDK. Ha cerogusiminuii 7eHs onucaHbl HE BCe
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reHbl, oTBeTCTBEeHHBIC 3a pazButue AJIIDK, u reHeTHYecKrue OCHOBBI ATON KapAMOMUOTIATHH TPEOYIOT
JambHENIIero n3ydeHus. TakuM oO0pa3oM, abCOTIOTHOE 3HAYCHUE TIPU TOCTAaHOBKE THUArHO3a UMEIOT
UMb nonoxkurenpHbie pe3ynbTatel JJHK-guarnoctuku. KpoMe Toro, MokHO mpeamnosarath, 4To y
yacTH OOJBHBIX 0€3 MyTaluii MUOKAapAuT (Kak U CapKoOHI03, [59]) MOKeT MPUBOAWUTH K TOIHOM
UMHUTAIMA  KAapTUHBI OOJE3HM C BOCIPOM3BEACHHEM BCEX €€ JUarHOCTUYECKUX M JIaxe
MOpGONOTHUCEKUX KpuTepueB. HamomMHMM, CKONBKO BBICOK OBUI MPOLEHT OOHApyXEeHUS
cyOsHIIOKapAraIbHOro JjunoMato3a B muokapae IDK y OOnbHBIX C MHOKapJUTOM B KayecTBe
MPUYUHBI «UAUOMATHYECKUX)» apuTMuU [2].

JIHK-muarsnoctuka AJIIDK mmeer Oonbpliioe 3HAaYCHHE B COMHHTENBHBIX JHATHOCTHUCCKUX
Clly4asiX, TaKk Kak OOHapyXEHHUE MyTaLUH SIBJISIETCS OOJIBILIMM TUAarHOCTUYECKUM KPUTEPUEM, B CBSI3H C
MOSIBIECHUEM KOTOPOTO MALMEHTHl MEPEXOIAT W3 KaTErOpUM «BO3MOXKHOIO» WIIH «BEPOSTHOIO»
JIMarHo3a B KaTErOpUIO «JOCTOBEPHOIO». JTO OKAa3bIBAET BIMSHUE HA JAJIbHEUIIYIO TAKTHUKY BEACHUS
00JILHOTO, B 4aCTHOCTH, Ha cTpaThdukamuio pucka BCC. B Hameit Boibopke y 10 manmeHToB Auar€os
OBLT TIOCTOBEPHBIM €11Ie /10 MoTyueHust pe3yabTatoB JJHK-auarnocTikm, a y 3 60JIBbHBIX C BEPOSTHBIM U
y 1 — ¢ BO3MOXHbBIM, Onarojapsi MOJOXKUTEIBLHOMY pe3yJbTaTy, AMAarHo3 IMepelien B pas3psa
JIOCTOBEPHOTO.

Tem He MeHee naxe U1 MAlMEHTOB C JOCTOBEPHBIM KIMHMYECKMM auarHosoMm AJIIDK
nposenenne JHK-muarnoctuku sBisieTcss HEOOXOAMMBIM OKOHYATENbHBIM TOATBEPKACHUEM
HACJIEICTBEHHOTO0 3a00JIeBaHUA W TIO3BOJISIET TMEpedTH K OO0CiIeqoBaHHIO 4JeHOB ceMbu. llpu
o0cJe1oBaHUN POICTBEHHHKOB MAIlMeHTa C M3BECTHOW MyTallell HMeeT 3HaueHHE HE TOJBKO
NOJIOKUTENBHBIN pe3ynbraT JJHK-auarHocTuky, HO M OTpULIATENBHBIN, TOCKOJIBKY OH ITO3BOJISIET

UCKITIOUUTH HAITMYME 3a00JIEBAHU.

4.4. lloaxoan! k JiedyeHno nanueHToB ¢ AJIIIK

IlepBble W HA CETOIHAIIHUNA J€Hb €IUHCTBEHHbIC PEKOMEHIAIMU T10 JICYEHHIO MAlMEHTOB C
AJIDK 6pun onmy6nukoBansl B 2015 . [68]. Hambonee BayKHBIM BOMPOCOM MEAWKAMEHTO3HOTO
nedyenust nanueHToB ¢ AJIIDK siBnsieTcss Ha3HaueHHWE AHTUAPUTMHUYECKOW Tepanmuu. TeM He MeHee
JEUCTBYIOIME PEKOMEHAIMU JAIOT JIMIIb ME€pPeYyeHb MOKAa3aHUH K Ha3HAYEHUI0 aHTHAPUTMHUUYECKOM
Tepanuy, a BOIPOC 00 ONTUMAIBHBIX aHTHAPUTMHUYECKUX Iperaparax OCTaeTcsi OTKPBHIThIM. Ha 3ToT
CUET MPOBOJMIOCH HECKOJIBKO KPYITHBIX MCCIIEIOBAHUM, PE3YIIbTaThl KOTOPBIX OBLUIH MPOTHBOPECUYHBEL.
B uccnenoBanuu T.Wichter u coaBt. Hanbosee apdextrBeH ObLI COTANON NPEUMYIIIECTBEHHO B 103X
320480 wr/cyT. (MakcumanbHO g0 640 wMr/cyTr.), TpUYeM aBTOPHl OTMEYAIOT XOPOIIYIO
HEePEeHOCUMOCTh Ipenapara, a 3(QQEeKTUBHOCTh amMHOJapoHa OblUla CYIIECTBEHHO HIDKE, Kak M

antuaputMukoB IC kmacca [207]. JlaHHble eIe OJHOTO HCCIEAOBAaHUSA JEMOHCTPUPOBAIH



190
MaKCUMAJIBHO BBICOKYIO d3()()EKTUBHOCTh KOMOWHAIIMM amuoiapoHa ¢ [-Omokaropamu [120]
¥, HAaKOHEI, aBTOPbl TPEThEr0 WCCICAOBAHMS 3asBISIFOT O HEIPPEKTHBHOCTH [-0JI0KaTOpPOB,
npoapuTMUIEcKoM 3ddekTe coTanona M BHICOKOH 3()h(HEKTHBHOCTH aMHOMApOHA, XOTS TMOCIEIHHUN
noy4anu MmeHee 10% OombHBIX B 3TOM uccienoBanu [135].

OTH JaHHBIE OYEHb CIIOYKHO COMOCTABIISITh, TAK KaK MperapaThl Ha3HAYaJKCh B pa3HbIX J03aX, U
BBIOOp Ipemnapara 3a4acTyio HOCHII CyObeKTUBHBIN XapakTep. B Harem uccienoBaHny crieliuaabHOTO
corocTaBiieHUs1 3PPEKTUBHOCTH MPENapaToB HE MPOBOIMIIOCH, IPOBOAMIICS MHANBUIYAJIbHBIN 110100p
ONTUMAJIBHOTO JUIS KAXAOrO0 TMalueHTa (B TepByl0 odepens — Haubonee 3(pdekTuBHOrO)
aHTHApUTMHUYECKOTO Mpemnapata. [Ipu TakoM nmoaxoe Haubosnee yacto 3PPEeKTHBHBIM aHTUAPUTMUKOM
OKa3bIBAJICS aMUOJapoH B cTapToBoil g03e 400-600 Mr/cyT. ¢ MOCHEOYIOUIMM €€ CHIDKCHHEM [0
200 mr/cyt. K Hemy MbI oOpamamuch mpu HEIPPEKTUBHOCTH JPYTHX TPENapaToB, HATMYHA
arpeccuBHbIX aputMuil 1160 XCH. BropsiM mo 3¢ ¢heKTHBHOCTH, IO HAILIMM JAaHHBIM, ObUT Ipenapar
IC wmacca srammuH B go3e 150 mr/cyt. MHTEpecHO, YTO y OMHOW MAIMEHTKH C HEMpPEPHIBHO
peunauBupytomerd MemienHon KT u gacroi XKOC nocne oTMEeHbI ATallM3uHa HapyLIeHUs] pUTMa He
PELUIMBUPOBAIIM M OTCYTCTBYIOT YK€ Ha MPOTSHKEHUU Oosiee ueM 5 jeT, npu 3toM nuarao3 AJIDK y
9TOW OOJILHOW TeHEeTHYeCKH Bepu(UIIMPOBAH W HE BBI3bIBACT COMHEHMN. Ha Tperhbem MecTe 1men
COTAaJION B J103aX, KaK MpaBuilo, He mpeBblmaonmx 160 (B eanHUYHBIX ciaydasx 320) Mr/cyT., Tak Kak,
10 HAIllEeMy OIIBITY, MPW YBEJIMYECHHH JI03bI HE MPOUCXOAMT POCTAa AHTHAPHUTMHYECKOTO d(deKra,
OJTHAKO YacToTa MoOOUHBIX AIPPEKTOB CyIIeCTBEHHO Bo3pacTaeT. Heckonbko MeHee 3(ppekTHBHBI ObLIH
QUTANIMHUH ¥ TIpoTiad)eHOH.

[-610KaTOphI camu 10 cebe 00NaiaI OTHOCUTENHHO CIA0bIM aHTHAPUTMUYECKUM JICHCTBUEM,
OJTHAKO B CBSI3U C MX aHTUPHOPWLIATOPHBIM 3(h(HEeKTOM ¥ MOTSHINATBHONW BO3MOKHOCTBIO 3aMEIISTh
MIPOrPECCUPOBAHKUE pPEMOACTUPOBaHNA MHOKapaa y mnamueHtoB ¢ AJIIDK [57,69, 111] mbl yacto
KOMOMHHPOBAIIM UX C JPYrMMH Ipenaparamu. B pexomenmamusix 2015 r. mpenaraercs paccMOTpPETh
Ha3zHaueHue [-010katopoB BceM Oe3 mckimroueHus: 60ibHbIM ¢ AJIIDK B MakcMMalibHO TIEpEHOCHMBIX
no3ax (knmacc ITA) ¢ yueTom HeOIaronpuATHON MPOrHOCTUYECKOHN POJIM TaXUKAPIUU MPU HAarpy3Kax, U
¢ 2015r. MBIl mpuiepKMBaeMcs 3TOM KOHLIENIMM, OJHAKO IIOCKOJIBKY Hallla KOoropra Haydaia
dbopmupoBaThes 3a101T0 A0 3Toro cpoka (¢ 2008 r.), yactora Ha3HaueHUs [3-OJTOKATOPOB B OCHOBHOM
rpymnme Obl1a HUXKE, YeM B TPYIIIE CPaBHEHUSI.

Jleuenne XCH y nmamumentoB ¢ AJIIDK mpoucxoauno mo CTaHAApTHOM cXeMe: MOMHUMO
[-6mokaTopoB, MarMeHTaM HazHavajauch UHTHOUTOpHl AIID B MakCHMaNbHO MEPEHOCHMBIX 103aX,
JUypeTHUYECcKasl Tepanusi, B TOM YHUCJIE aHTAarOHUCTBI ajabAoCTEpoHa. IIOCKONBbKY y MalMEeHTOB C
AJITDK puck pa3BUTHA KUZHEYTPOKAIOIIUX KEITYJOUYKOBBIX HAPYIICHUM PUTMA YBEIMYHUBAJIO HE
TOJILKO caMO OCHOBHOE 3a0oneBanue, HO 1 XCH, ocoboe BHMMaHUE YIEsIOCh aHTUAPUTMUYECKOM

Tepanuu (Hojasisitomiee OonbIIMHCTBO OonbHBIX ¢ XCH momyuanu amuonapoH) U mpoguiiakTUKe
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BCC. Tak, yactora umminanTtauuu K]l B ocHOBHO# rpynme Obljia JOCTOBEPHO BBIILIE Y MALUEHTOB
¢ XCH (47,6% vs 9,1%, p =0,002). AnexBatHbie cpabaThIBAaHUS TAKXKe dYalle OTMEYAIUCH Y
naiueHToB ¢ XCH (80% vs 33%, p > 0,05).

Hasnauenne anTHKOArynsaTHTOM Tepanmuu mnokazaHo nanpeHtam ¢ AJIIDK nmpm Hammuum
TPOMOOB B TIOJIOCTSX CepAlla U TPOMOOIMOOTMUECKUX OCIOKHEHMsX (kimacc ), omHako B Harmien
KOTopTe MOJOOHBIX CiTyyaeB He 0TMeueHO. OCHOBHBIM MOKA3aHUEM [T HA3HAYCHUSI aHTUKOATYJISTHTOB
B Hameil koropte Obuia MA. IIpu 3TOM, Ha Hall B3MVISAZ, BaXKHBIM OTKPBITHIM BOIPOCOM SIBJISIETCSI
HEOOXOJJMMOCTh HAa3HAUCHHS aHTHKOATYJISTHTHOW Teparuu namueHtam ¢ AJIIDK co cHmwkennem OB
DK w/umn B JDK <35%. lononHuTenbHbIM (akTopoM pHrcka Tpom0030B y mauueHtoB ¢ AJIIDK
ABJISICTCS HAJIMYME aHEBPU3M M JIOKAJIbHBIX HapylueHuil cokpatumoctu [DK, a Taxke, HECOMHEHHO,
HKM JIX co cumxenuem ero @B. Ilo maHHbIM HMccieqoBaHMsA, LIENBI0 KOTOPOTO OBLIO H3YYUTh
4acToTy TpoMOoaMOomueckux ocioxkHenuit mpu AJITDK, stot nokaszarens coctasisin 0,5% B rox npu
cpenHeM cpoke HaOmoaeHust 99+64 mec., Mpu 3TOM U3 5 TMAIMEHTOB, Y KOTOPHIX OBUTH 3a()UKCUPOBAHBI
TpoMOOIMOOIIMYeckre ociokHeHus, y 4 uMmenach XCH, y 2 — MA, Hanuuue TOCIeTHEH MOTJIo
UCKa3UTh (DaKTHUYECKYIO0 YacTOTy TPOMOOIMOOIMYECKUX OCIIOXKHEHHH, accormupoBaHHbix ¢ AJITDK
[212]. Takum 0Opazom, 3Ta pobiema 3acay>KUBaeT JaJbHEHIIIEro N3y YeHUs.

B kauecTBe MHTEPBEHIIMOHHOTO JICYEHUS MALMEHTOB B HAaIllle KIMHUKE NMpuMeHsiuch PHA
¢ SHAOKapauaidbHbIM noctynoM W ummuiantauss WMKJ[. Yrto kacaercs mposenenuss PUA, bl
IPOJCMOHCTPHPOBAIH, 4TO 3P(HEKTUBHOCTE dTOW TporieAypsl y nanuentoB ¢ AJIIDK Huxke, yem B
rpynne cpaBHeHus. [Ipuuem y psana namuentoB ¢ AJ/IIDK nomHoro antuaputmuueckoro s¢dekra
HE y/1aBaJIOCh JOCTHYb, B TOM YHUCJIE U TIOCJIE MMOBTOPHBIX ONEpaluid. ITO CBSI3aHO C TEM, UTO TAKUM
OOJBHBIM  I1eieco00pa3Ho  BeIMojgHeHWe PUA snukapauanbHbIM WM THOPUIHBIM  (HIO-
/AMUKapANATBEHBIM) TOCTYTIOM B CBSI3H C OCOOEHHOCTBIO JIOKATH3AIUN 04aroB (pruOpo3HO-)KHUPOBOTO
3amennenus y nauueHToB ¢ AJIIDK: pacnpocTpanenne oyara NpoUCXOJUT UMEHHO B HApPaBJICHUH
OT 3MMKapAa K 3HAOKapIy, 4TO AEJIaeT €ro HEeJIOCTYHHBIM MPU CTAaHJAPTHOM 3HJOKApAUAIbHOM
noctyre. EcTe manHbIe O BBICOKOM 4acTOTe pEelUauBOB B TeueHue 6—12 mec. y maruenTon ¢ AJIIDK
B CBSI3U C MPOTPECCUPYIOIINM XapakTepoM 3aboneBanus [42, 72, 87], ogHako B HalIel KOTOPTE Ha
JAHHBII MOMEHT TaKHX CJIy4aeB HE OTMEYEHO: PEIUAMBBI, TPEOYyIOIIHE MOBTOPHBIX OMNEpalui,
BO3HMKAJIM HE MO3:xe 1,5 Mec. mocie BMemaTenbCTBa.

B ortHomenun mnokazanuit k wummuiantauuu WK/ Mbl monb3yemcst JeHCTBYIOIIMMU
pexomeHpanusamu. Jlo WX myOiMKanmuM Hama TakThka npu crparudukanun pucka BCC marmo
oTiinyaiack OT mpeniokeHHor B 2015 r. B oTHOmEHUH «O0ibIMX» (DAKTOpOB pucKa, HO ObLIa
YCHEIIHO JOMOJHEHa «MaibIMiU» (PaKTOpaMU PUCKA, KOTOPbIE MBI TaKXe CTAald MPUMEHATH MPH
npuHsTun perienus o6 umrutantanuu UK/ tomy wnu mHoMy marueHTy. [IpolieHT uMImianTanuu

UK/l Obu1 BBIIIE B OCHOBHOW Tpymme, Kpome Toro, y mamueHtoB ¢ AJIIIDK mocroBepHo warie
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OTMEYAJINCh aJCKBAaTHBIE CpabaThiBaHus AeHUOPMILIATOpPA, UYTO SBISIETCS 3aKOHOMEPHBIM
MIPOSIBJICHUEM A3TOTO 3a00JIeBaHUs C BBICOKMM PHCKOM JKu3Heyrpoxkaromux aputmuii u BCC. B
Halllell Koropre ajgeKBaTHbIE cpabaTbIBaHMs 3aperucTpupoBaHbl y 9 u3 13 (69,2%) manueHToB c
AJIDK, 49ro roBopuT O mHpaBWIbHOCTH o0TOOpa mnamueHToB Ha wummadntauuio WK/, B
UCCIICIOBAHMSX, TOCBSIICHHBIX HM3YYCHHIO BBDKHMBaeMocTH cpeam OonpHBIX ¢ AJIIDK ¢ UK/,
YacToTa aJeKBaTHBIX cpabaTeiBaHui Obwia Hmke: 30-50% [68]. Hu paHHMX, HU TO3IHUX
OCJIO’)KHEHUH, acCOUMUPOBAaHHBIX ¢ umIuiantanueil MKJI, He oTMeyanocs HU y OJHOrO M3 HalIUX
MAIMEHTOB, KaK U HeaJeKBaTHBIX cpabareiBanuii K1,

Eme oawH BaXHBIE MOMEHT, KOTOPBIH MBI 00s3aTEIBHO OOCYXJaeM C MaleHTaMu —
HEOOXOIMMOCTh JKECTKOTO OTPAHWYCHHUS a’pOOHBIX (PU3MUYECKMX HArpy30K, OCOOCHHO, €CIIH OHHU
TpeOYIOT JAOCTaTOYHOW BBIHOCIMBOCTH. 3aHATHE TMOJOOHBIMH BUJAMHU CIIOPTa YBEIHMYMBACT PHUCK
BCC B 5 pa3 u BemeT K BO3HUKHOBEHHIO U mporpeccupoBanuto XCH B cBsizu ¢ Bo3pocuieit
Harpy3koi Ha I€HETUYECKH HEINOJHOLIEHHBIM, m3MeHeHHbl muokapn IDK [57, 111, 171] Oror
MOMEHT Hamleql oTpakeHne U B Pexomenmaumax 2015 B pasgene, MOCBALICHHOM

HeMmeankameHTo3HoMy Jieuennto AJIIDK [68].

4.5. IlpeaukTOpHI HEOJIATONPHUATHBIX HCXO0I0B Yy nauueHToB ¢ AJITI/K

Onnotit n3 ocHoBHbIX 4epT AJIIDK sBnsiercst Boicokmii puck BCC u apuTMUUeCcKHX COOBITHH,
YTO JIeNaeT IMOMCK IPEIUKTOPOB HEOJAronpusTHBIX HCXOJIOB y JIaHHOM KaTeropuM NalMeHTOB
BaxHOW 3amaueil. B 2018 r. Obumm omyOnuMKoOBaHBI JaHHBIE MeETaaHAJIM3a, OCHOBAHHOTO Ha
pesynbTatax 45 uccneAoBaHUM, MOCBSIIEHHBIX PHUCKY apUTMUYECKUX COOBITHH Yy MaIlMEeHTOB ¢
AJIIDK ¢ nocToBEpHBIM M BEPOSITHBIM JIMAarHO30M, COIVIACHO KOTOPOMY CPEIHMH PHUCK Pa3BUTHSA
JKEITyTOYKOBBIX apuTMHi BappupyeT oT 3,7%/ron mo 10,6%/rox. CamMbiMH 3HAYUMBIMH
IpeAUKTOpaMu ObLIM IIPU3HAHBI MY>KCKOM T10JI, HATMYMEe OOMOPOKOB B aHaMHE3€, HHBEpCHsl 3yOLoB T’
nanee uyeM B V3, nuchynkiust [DK, a Taxoke HeycToitunBas u/unu ycroiunsas XKT B anamuese [34].

bonpmas 4yacTe 3THX NPEIUKTOPOB IPUCYTCTBOBAJIA M B Hamed Koropre. B Hamem
UCCIICIOBAaHUM C pPa3IMYHBIMU HEOJIaronpHATHBIMA HCXOJAaMHU Yallle BCEro acCOIMHUPOBAIHCH
yBenuueHue npaBbix kamep cepaua u JDK, cHmxenne ®PB 000MX KelylIOYKOB U CTENEHb
BelpakeHHOCTH MP u TP, a takxe nossienue ypoBHst CPb u naBHOCTB 3a0051€BaHUs.

Ecnu u3MeHeHus CTpyKTypHO-(QYHKIIMOHAIBHBIX [TAPaMETPOB, MPUBOIALINE K U3MEHEHUSIM
BHYTPUCEPIECYHON TE€MOJMHAMUKHA M TIEPErpy3Ke JIEBBIX M IPaBbIX OTIEJIOB, BIIOJIHE JIOTUYHO
NpPECTaBIAIOTCS OIaronpusATHBIM (OHOM JJsl apuTMHUecKuX coObiTmii u paszutus XCH, To
ypoBeHb CPB, HampoTuB, cTan IOCTaTOYHO HEOXUAAHHBIM HpeaukropoMm. Ilpumuem, 3auactyro,

uMeHHO Koppensiuu ¢ CPB ObUIM MakCMMalIbHO CHJIBHBIMH W JOCTOBEPHBIMH. B muTepartype
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yIalI0OCh HAWTH JAaHHBIC, IMOJYYCHHBIC TPYIIION (PaHIy3CKHX YYEHBIX, O TOM, YTO Yy IMAIMEHTOB C
AJIIDK ypoBens CPB mocroBepHO TpeBbIIaeT TakoBOM y OONbHBIX ¢ uaumomnatudeckon KT wuz
BbIHOCsmero tpakta DK (0,35+0,49 vs 0,11+0,12 mr/an, p = 0,0004). bonee Toro, ypoBens CPb y
narueToB ¢ AJIIDK, usmepennsiii B Teuenue 24 gacoB mocie snu3ona KT, Obul 1ocToBEpHO
BhIIIIe, 9eM ciycts 24 gaca (0,49+0,62 mr/mn vs 0,3+0,44 mr/m, p = 0,049) [33].

B namem uccnenoannu yposenb CPb Takke xkoppenupoBai ¢ HanuuueM ycronuuBon KT
(R=10,47, p = 0,003) u myTaruu umerHo B reae PKP2 (R = 0,414, p = 0,011), myTranuu B KOTOpOM
TaK)Ke acCOIMUPOBaHbI ¢ mapokcu3mamu ycroiumBoi JKT. Eme Oosiee CHIbHAs KOPPEISIIIHS
ypoBHst CPb ormeuanace ¢ netanpHbIM ucxonoMm (R =0,79, p <0,001). IIpu stom cnenyer
OTMETHUTh, YTO MBI HE HUCKIIIOYAeM Ja)k€ B Cllydae C MAlMEHTAMU, YMEPIIUMU OT TEPMHUHATHHOU
XCH, dro HEmoCpeACTBEHHBIM MEXaHU3MOM CMEPTH MOTJIHM CTaTh HUMEHHO (QaTalbHbIe
KEIyJA0YKOBBIC apuTMUU. B nutepaTtype ecth nanHeie 00 ucmonbp3oBanuu ypoBHs CPb B xadectBe
npeaukTopa uHCynbTa, MBC, pasputus XCH wu peruamBa GuOpwuisnuM Mpeiacepauid Mocie
anekTpuueckoit kapauosepcuu [18, 36, 104, 154, 169].

Hurtepecno, 4to, Hecmorpss Ha TO, uro CPb sBiusercs Hecnmenuduueckum Mapkepom
BOCTAJICHUs, HE 0OHAPYKEHO KOPPENSIIHA MEXay ero ypoBHEM M HaJuuueM MHoKapauTa. Tem He
MEHee, Ha Haml B3TJsid, cBsizb ypoBHS CPb ¢ HeOGmaronmpusTHBIMH COOBITHSIMH Y TAIMEHTOB C
AJIITXK Taxke yka3bplBaeT Ha BaXXHYIO POJIb BOCTIAJICHHUS B MTaTOTeHe3e 3a00JIeBaHNUs, B YACTHOCTH, B
dbopmupoBanun cyOcTpara nansi HapymieHuid putMa. [lo Bcell BUAMMOCTH, BOCHATUTEIHHBIN
npoiecc B Muokapae y nanueHtoB ¢ AJIIIDK nmpocto He Bcerga JOCTUraeT KpUTEPUEB AKTUBHOIO
MHUOKapauTa. BO3MOKHO, UMEHHO MO3TOMY caM (DaKT HAJIWYUS WU OTCYTCTBUS MHOKapAHMTA
JIOCTOBEPHO HE BJIUSJI HA UCXOJbI B HAILIEH KOTOpTE.

Eme oauH nmpuHIMNNAIBHBIA MOMEHT, KOTOPBIA ClieayeT OOCYIHTh, 3TO POJIb MyTaluil B
OLIEHKE PHCKOB HEOJIArompusTHBIX MCX0A0B. HecMOTpst Ha TO, YTO MBI OTMEYaIH CBSA3b OTAEIbHBIX
myTauuit ¢ pazsutueM XCH umm XXT, noctoBepHoro BnusiHus (pakTa HaIWYKs MyTalUil Ha UCXOJbI
HE MOJIY4Y€HO. AHAJIOTUYHBIE IaHHBIE OIyOJUKOBAHbBI U B MaCIITAOHOM HCCIIEIOBAaHUH, BKJIIOUABIIEM
B ce0st 1001 mammenta ¢ AJIIDK u uneHOB ux cemeil ¢ MyTanusaMyd U 0€3 HUX: €IUHCTBEHHBIN
(axTop, KOTOPBIN JOCTOBEPHO BIMSI Ha UCXO B 3TOM MccienoBaHuu, Obuto Hamnuue MK/ (wacrora
BCC y nauuenToB 6e3 UK]] 16% vs 0,6% y 6ompubix ¢ UK/, p < 0,001) [99].

[ToMuMoO puCKa apUTMUYECKUX COOBITHI MBI OICHHMBAIM NpeAuKTOphl pazButus XCH.
Haubonee 3HauuMbpIMU IPEIUKTOPAMU CTall TaBHOCTH 3a00yieBaHus Oojee 5,5 rona, 4To TOBOPUT
0 TOM, 4YTO Y psifa manueHToB s pa3Butuss XCH TpeOyercs HEKOTOpoe BpeMsi, XOTsI, KaK MBI yiKe
obcyxnamu, y marenToB ¢ AJIIDK ¢ mporpeccupyromeit XCH, HanmpoTuB, 3aCTOWHBIC SBICHUS
BBIXOJST Ha MEPBbIN IUIaH emie B AeOroTe 3aborneBaHus, a Takxke ypoBeHb CPb Gonee 0,2 mr/mi,

cumxkenue BoibTaka QRS, camxenue ®B IDK <40% u gunaramus [T u JDK. Ha 6aze JHU
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IPOBOAMIIOCH JOCTaTOYHO MAaclUTaOHOE MCCIEI0BaHUE, MOCBALICHHOE YCTAaHOBJIEHHUIO YacTOTHI U
npenukropoB XCH y manuentos ¢ A/[IDK [97].

DOTHU JTaHHBIE COTIOCTaBUMBI ¢ HammMMH 1o yactoTe BeisiBIeHUs XCH (49%), a Takxke mo
OTCYTCTBHIO JOCTOBEPHOTO BiMsiHUS MyTauuil Ha pa3sutue XCH. [Ipeauxtopamu passutust XCH B
aToM HccienoBanuu crainu cHwkeHnne ®B IDK, skenckuit mosn u HeratuBHBIC 3yOunbl T B JIEBBIX
TPYAHBIX OTBEACHUAX. B Hamem uccienoBaHuu, HalpoTuB, yactotra XCH Oblna BbIIE y My»XYHH:
52% vs 29%, p = 0,075. Yactora XCH y nmanueHToB ¢ HeraTuBHbIMU 3yO1aMu T B JIEBBIX IpyIHBIX
OTBEJICHUSX BJIBOE MPEBBIIIANA TAKOBYIO y MalMeHTOB 0e3 HeraTUBHBIX 3yOLoB T B Vs-Vs: 64% vs
32%, p = 0,063, onHako paznuuus ObUTH HETOCTOBEPHBL. BO3MOXKHO, 3TO CBSI3aHO C OTHOCUTEIIHHO
HEOOJIBIIUM pa3MepPOM Hallleld KOrOpTHI.

Ectb psxg paboT, B KOTOpPBIX HPOJEMOHCTpUPOBaHO, 4To YypoBeHb CPb sBnsercs
npenukropom  pasButuss  XCH, He3zaBucMMO OT €€ JTHONOTMM, W MOXET HapacTarb
MpOTOPIMOHANIbHO (yHKIHOHaTsHOMY Kiaccy XCH [18, 36]. B Hamem uccienoBaHuu ypOBEHb
CPb Ttaxkxe Bomen B MaTeMaTHMYECKYI0 MOJENb, OLeHMBawolyr puck passutus XCH, omHako
BBIILIE MBI ITPOJEMOHCTPUPOBAIM JaHHBIE O €TI0 CBSI3U ¢ pa3BuUTHEM ycTtoiuuBol KT, He3aBuCHUMO
ot Hannuust XCH. B maTemaTuyeckyro MOJENb JIJIsl pacdeTa PUCKa JIETaJIbHOTO UCXO0/1a BXOJAT KaK
ypoBeHb CPb, Tak 1 ®K XCH, npu 3T70M 3HaunMocTh YpoBHSI CPB B 3TOM ypaBHEHHH 3HAYUTEIBHO
npesocxoguT TakoByro @K XCH. OT0 rosoput o Tom, uro, no Bceit Buaumocty, npu A/JIDK CPb
HE SIBJIICTCS MPSIMBIM CIIEACTBUEM pa3BuTHus y nanueHToB XCH, a B Oomnblueil cTeneHn oTpaxaer
BKJIa/T HECTIEHMU(UIECKUX BOCTIATUTEIHHBIX MEXaHU3MOB B ITPOTPECCUPOBAaHUE 3a00JICBAHMS.

CHwxkenue BoibTaxka QRS — HHTEpECHBIN 1 MAKCUMAJIBHO MTPOCTOM B MPUMEHEHUH TIPETUKTOP
pazsutuss XCH (OP 2,6, p =0,037). B nutepaType ecTh JHIIb €IMHUYHBIE PaOOTHI, MOCBAIIEHHbIE
CHIDKEHHMIO BoNbTaka y marmeHtoB ¢ AJIIDK: B HUX B KauecTBe MPEIUKTOPOB HEOIArONMpHUSITHBIX
APUTMHUYECKAX COOBITHI HCIIONB3YIOTCS pa3iMyHble KOA(PQUIMEHTHI, MOTyYeHHBIE MPU CPAaBHEHHU
BOJIBTAKA B PA3IMYHbBIX OTBEAEHUX [172]. OTMETHM, UTO KaK CaMOCTOSITENIbHBIN MPEIUKTOP Pa3BUTHSA
XCH pnanHBIM TpU3HAK MPH KapIUOMHOMATUSX JI0 CHUX MOp HE paccMaTpuBalics (OH €CTh B MajlbIX
daxropax pucka BCC npu AJIITDK), XOTs ecTh JaHHBIE 0 KOPPEISILIUI HU3KOTO BOJIbTa)Ka C HATMYHUEM
TUCTOJIOTUYECKHUX U AJIEKTPOAHATOMHYECKUX PyOIIOB [67].

Emie oqHO uHTEpEcHOE MccieoBaHue B OTHOLLICHUN MPEAUKTOPOB HEOIArompUsTHBIX HCXOJI0B
OBUIO TIPOBENICHO TPYMIONW UTANBSHCKUX Yy4eHBbIX. OHU B3SUIM KOMOMHUPOBAHHYIO KOHEUHYIO TOUKY
JUISL apUTMHYECKUX COOBITHIA, KoTOpas Bktodana B cedbss BCC, remonunamuyecku HectadbunpHyto KT,
AIIEKTPUUECKUIN ITOPM M OOIIYI0 CepAeYHO-COCYIUCTyI0 cMepTHOCTH [139]. He coBcem moHSTHO,
MoYeMy K apUTMHYECKUM COOBITHSM OblJa OTHEceHa oOlIas CepAeYHO-COCYIHCTas CMEPTHOCTh Y
nanueHToB ¢ AJIIDK, o Bceit BUIUMOCTH, aBTOPBI CYUTAIOT, YTO BEPOSATHOCTD (DaTaTbHBIX apUTMUHN Yy

YMEpUIMX MalMeHTOB ObUta BbIcOKa. Hambonee 3HAYMMBIMHM MPEIUKTOpAMU 3THX COOBITHH CTalH
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CHUHKOTIAJIBHBIE COCTOSIHUS B aHamHe3e, Hanmuuue ycrowumBou KT, MA, a Takke BBINOJIHEHUE
MAIMeHTaMH  YIIPAKHEHUH, COMPSHKCHHBIX CO 3HAYUTENIbHBIMH (Pr3uueckuMu Harpyskamu [139].
[Tocnenuuit pakTop HE YUUTHIBAJICA B HAIIIEM MCCIIEOBAHHUH, a OCTATILHBIC TPU TaKXkKe (PUTYpUPOBAIIH B
HAIMX JaHHBIX [IPU Pa3MYHbIX HEOIArONpHUATHBIX UCXOAAX.

B mHacrosimeit pabore Hamu pa3pabOTaHBl KalbKYJSTOPHl PHUCKA JIETATBHOTO HCXOAA,
pazButust ycronunBoil KT m XCH. AHalOrmuHbIX MyOJMKAIMii Mbl HE BCTPETHIH. BO3MOXHO
BHEJIPEHUE 3TUX KAJIBKYJSATOPOB PUCKA B KIIMHUYECKYIO MPAKTUKY, OJHAKO CJIE€AyeT IOMHHUTh, YTO
IIPU pacueTe pUCKOB BCEr/la MOJpa3yMeBaeTCsl BEPOSITHOCTHBIN MOAXO/: HU OJAMH KaJIbKYJISITOP HE
ABJIIETCS @0COIOTHBIM, U €70 UyBCTBUTEIBHOCTh U CHIEHU(UIHOCTH MAKCUMAJIbHBI MMEHHO Ha TOM
KOTropTe MalueHTOB, Ha KOTOPOM OH ObLT pazpaboTaH. To jxe camoe KacaeTcst TI0OBIX IPEIUKTOPOB:
HECOMHEHHO, BC€ MPEIJIOKEHHbIE HAMHM MOJEIU HYXKIAIOTCA B JajJbHEWIIEH MpOBEpPKE Ha
HE3aBUCHMBIX BBIOOPKaX OOJIbHBIX.

Kanpkynstop 1711 OLIEHKHM BEpPOSTHOCTH aJekBaTHBIX cpabarbiBanmii WKJ[ mb1 He
pa3zpabarbiBany, B CBS3M C HEOONBIIMM KOJMYECTBOM HaOMoneHud (B Hameid koropre 13
narenToB ¢ MKJI, B To BpeMs Kak ocTaJlbHble MaTeMaTHUECKUE MOJIEIH pa3pabaThiBaIiCh Ooee
yem Ha 50 HaOmoneHusx). Tem He MeHee aHANU3 HE3aBUCHMBIX IPEIUKTOPOB OIpPABIAHHBIX
cpabateiBanuii K]l y manmentoB ¢ AJIIDK mpencraBnsan Oonblioi MpakKTUYECKUW HHTEpPEC U
mokasaj, 4YTo HamOojee 3HAUYMMBIM mpeAaukTopoMm sBisercs ysenudeHue KJIP JDK >5,0 cm
(»=0,038). Cpeaun apyrux HTPEAUKTOPOB, KOTOPBIE OJNM3KA K JIOCTOBEPHBIM, (UTYPHPOBAIH
ycroiuuBasi KT 1 oOMOpoKH B aHaMHe3€, JaBHOCTh 3a0oeBanus Oosee 5,5 roaa, a Takyke HU3KHUI
BosibTax komruiekca QRS. Ha Ham B3risa, oTCyTCTBHE CTATUCTHYECKOM JOCTOBEPHOCTH psijia
NOTEHIMATIBHBIX MPEIUKTOPOB SIBISAETCS MMEHHO CIIEJCTBUEM OTHOCHUTENHHO HEOOJBIIOro Yuciia
naiueHtoB ¢ MK/[. HecomHeHHO, OHM MAODKHBI NPUHMMATBCA B pacyeT IMpU ONpPEAEICHUN
MOKa3aHUM K UMIUIAHTAlMU YCTPOWCTBA U 3aCIIyKMBAIOT JAIbHEHIIETr0 M3y4Y€HUs, TaK KaK MOTYT
CTaTh CTATUCTUYCCKU JJOCTOBEPHBIMHU TIPH OOJIbIIIeM KoJinuecTBe nanueHToB ¢ MK/,

B 3akmrouenue pazzena o mpeAuKTopax oopaTuMcs K JaHHBIM 0030pa JINTepaTypsl Ha ATy TEMY,
KOTOPBI OBUT OMyOJIMKOBaH BemymMMH y4eHbIMH B obOmactu msyudenust AJIIDK, Hugh Calkins,
Domenico Corrado n Frank Marcus. Ha ocHoBaHMM COOCTBEHHOTO OIIBITA OHHU BBIICIWIN HauOosee
3HAUYUMBbIE (DAKTOPBI PUCKA, KOTOPBIE JOJDKHBI IPUHUMATHCSI BO BHUMAHHUE MIPU IPUHATUN PEILICHUS 00
nmmanrarmn MKl Ha ux B3man, ato myskckou non, yacras JKOC, ycroiunsas XXT, craryc mpo-
0aHza, HAIMYKE CTPYKTYPHBIX W3MEHEHU, KapAUOTCHHbIE OOMOPOKH, HATMYHe HECKOIbKUX MYTAaIUi
W myTtaiu B reHe TMEM43, a Takke ydacTHe B COPEBHOBATEIBHBIX BHJIAX CIOPTA, TPEOYIOMIUX
BbIHOCIMBOCTU [43]. Bonbinas vacth 3THX (akTOpoB HallIa OTPaKEHHE B BUAE HE3aBHCUMBIX
¢axTopos prucka BCC B Pekomennanusix no Benenuto nauueHton ¢ A/IIDK ot 2015 r. [68].

B namem wucciaenoBaHnu HanOojee 3HAYMMBIMU HPEIUKTOPAMH, HAa KOTOpBIE CIEIyeT

OpPUEHTUPOBATHCS TpH olleHKe HeoOxomumoctu umintantauuu UKJI, cramu obwvem ITI1> 80 wmur,
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KJP JDK > 5,0 cm ipu OxoKI™ 1 nanmune HeycroiunBoit XXT (mocnmemHsis sBIsETCS «OOTBITIMY)
dakTopoM pucka u B aercTByromux Pexomenmammsax [68]). IIpu crparudukamun pucka BCC y
OOJIBHBIX C MTPOMEKYTOUHBIM puckoM ripH yBenmueHnu KJIP JDK >5,0 cm nmm o6bema I1I1 > 80 mu

1esiecoo0pa3Ho NPUHUMATH pelIieHre B moib3y uMriantaun UK/,

B mnameit pabore paccmorpensl ocHoBHbIE ¢opmbl AJIIIK, KOTOpBIE J€riM B OCHOBY
KIMHUYECKOW KIACCU(UKALUUA STOW HO3Z0JOTHH, OMPENSNSIONIeH CIeKTp TUArHOCTHYECKHX U
Je4eOHBIX MEPOTIPUATHH, a TaKXKe MPOrHo3a 3abosieBanus. B nanHoi Kilaccu(uKanuy yYuThIBaeTCs
OTCYTCTBUE WIM HaJMYME COMYTCTBYIOLIETO MHOKApPAWUTA MPH KaXA0M W3 KIMHUYECKHX (DOpM.
[TporeMOHCTPUPOBAaHO, YTO ONHCAHHBIE KIMHMYECKHE (POpMBbI CTAaOMIBHBI BO BPEMEHU M HE
CKJIOHHBI K II€pexoy OJHa B Jpyryw. M3ydeH BKIaJ TE€HETHYECKUX M BOCIAIUTEIBHBIX
MEXaHHU3MOB B pa3BUTHE KaX/10l U3 popM, MOKA3aHO, YTO OH HEOJMHAKOB U JOJKEH YUUTHIBATHCS
IIPU BEJICHUU KaXK/10I0 KOHKPETHOTO MallMeHTa.

OO6cyxnancss OAMH M3 CaMbIX HMHTPUTYIOLIMX BOINpPOCOB — B3auMooTHomrenue AJIIDK u
COITyTCTBYIOILIETO MHUOKapauTa. MHOKapAWUT y 3THX NAUEHTOB MOXKET UMETh KaK NEPBUYHYIO
HOpUPOAY, TaK U OBITH CIEACTBUEM CIIOKHBIX ayTOMMMYHHBIX MPOLIECCOB, BO BTOPOM CiIydae €ro
TEYEHUE MOYKET OBITh CKPBITBIM, OJHAKO IPU 3TOM OH OYJET CIOCOOCTBOBAThH MPOrPECCUPOBAHUIO
OCHOBHOro 3a0oseBaHud. [Ipy 3TOM Hanuyue Kak MUOKAapJuTa, TaK M MATOT€HHBIX MyTalUi
JIOCTOBEPHO HE BIIMAJIO HA YAaCTOTy HEOJArompHsTHBIX MCXOJOB, YTO JHUIIHUN pa3 MOATBEPKAAET
BaYXHOCTb KOMIUIEKCHOTO BIMSHUS KQXKI0TO U3 HUX Ha Te4eHue O0e3Hu.

C HeOnaronpusATHBIMU UCXOAaMHU aCCOLMMPOBAIMCH HAanu4Ke ycroitunBoii JKT, moBsienne
ypoBHst CPbB, uro Taxke IeMOHCTpUpPYET BaXXKHYIO pOjb BOCHAJEHUs B MATOreHese 3abosieBaHUs,
JqUiaTalys KaMmep cepaua u cHkeHue cucroianuecko Gynkuun JOK u IDK, a takke cHuxkeHue
BoJbTaka KoMmIuiekcoB QRS. IIpemnokeHsl KalbKyIsTOPHl PUCKA JETATbHOCTH, BOZHUKHOBEHUS
ycroiunBoil KT u pasutus XCH. Onucanbl 0COOEHHOCTH MEAMKAaMEHTO3HOIO, B TOM YHUCIIE
POTHBOBOCTIAJIUTEIFHOTO, W HMHTEPBEHIIMOHHOTO JICUCHHUS B KAXKIOH KIMHUYECKOH Qopme B
COIIOCTaBJIEHUH C TPYIIION CPaBHEHUSI.

OCHOBHOE OTpaHWYEHHUE JAaHHOW PabOThl — OTHOCHTEIBHO HEOOJBIION pa3Mep OCHOBHOM
Ipynmnbl, YTO Jejlajgo B psAde CIydaeB 3aTPyJHUTEIbHBIM HCIOJIb30BaHUE HEKOTOPBIX
CTaTUCTUYECKUX METOJOB IPU aHAIM3€ U CPAaBHEHMM OTHCIIBHBIX MajbIX nmoarpynn. JlampHeimee
HaOJIOZICHUE 3a JaHHBIM MAIlMEHTAMU U PACHIUPEHHE POCCUMCKOW KOropThl marueHToB ¢ AJIITK

IIPEACTABIISIETCS. HAM BaKHOM M MIHTEPECHOM 3a/1aueil.



197
BbIBO/IbI

1. Ha ocHOBaHMM aHanM3a KIMHUYECKUX JIAHHBIX U XapakTepa TeUCHHs 3a00JI€BaHUs BbIICICHBI
4 crabuiapHBIX BO BpeMeHHU KiauHudeckux ¢opmbsl AJIIDK, koropeie He ObUIM CKIOHHBI K B3aUMHOMY
nepexo/1y npH cpeiHeM cpoke Habmoaenus 21 [6; 60] mec.: natenTHas apurMudeckas (50% O0IbHBIX),
pa3BepHyTas apurmuyeckas (20%), AIIDK ¢ nmpeobmamanmem OusentpukyisipHon XCH (15%) u
AIDK B coueranun c¢ HekomnakTHbIM MuokapaoMm JDK (15%). IlarorenHble MyTanuu BBISIBIECHBI
cootBerctBeHHO y 11,0%, 45,5%, 50,0% wu 37,5% OonpHbIX. B KadyecTBe IOMOIHUTEIBHBIX
nuarHoctrueckux kputepueB AJIIDK npu Bcex dopmax Bepudummpoansl oomopoku (AUC 0,597),
cHKeHne BojbTaka koMruiekcoB QRS wa OKI' (AUC 0,620), xupoBbIe BKIIOYEHHUS B MHUOKapJe MO
naaaeiM MPT/MCKT (AUC 0,724).

2. Jlns naTeHTHOW apUTMUYECKOM (OPMBI XapaKTEpHBI XKETyJOUKOBas 3KCTPACUCTONIUS W/WIIH
HeyctoiunBas JXXT, orcyTcTBue (aTaiabHBIX APUTMHUECKUX COOBITUH M JIETaNbHBIX HCXOAOB. Jlis
pa3BepHyTO apuTMu4eckod (opmbl xapakrepHo Hanmuuue yctonumBoi KT, Bbicokas dYactoTa
onpasnanHbix cpadareiBanuii UK (75%) u neransaocts (18%). [pu AKX ¢ mporpeccupyromieit
ousentpukysapHoit XCH npeoGnanana HEIOCTaTOYHOCTH MPABOTO JKEIYJ0YKa C PE3KUM CHUKCHHEM
ero @B npu 0OTHOCHUTENHFHO COXPAaHHOM JIEBOM, YacTOTa ornpaBaaHHbIX cpadareiBanuii K]l cocraBuia
50%, neranpHOCTB 25%. B ocHOBe couetanus AJIIDK u HekomnakTHOro muokapaa JOK moryr nexars
MyTallMd KaK B JIECMOCOMHBIX, TaK M B CApKOMEpPHBIX TI€Hax, XapakTepHbl arpeccuBHas XT,
cpabarteiBanus MK/ ormedenst y 100%.

3. Muoxkapaut auarHoctupoBal y 70,4% nanuentoB ¢ AJIDK (B 74% npu natentHoi, B 36,4%
npu pasBepHyToi apurmudeckoit ¢opme, B 87,5% npu AIAIDK ¢ XCH u B 87,5% npu AJILK c
HEKOMIIAKTHBIM MUOKAapJIOM), U MOXKET UMETh KaK NEPBUYHYIO (B TOM uucie BUpycHYIO y 21,1%), Tak u
BTOPHYHYIO (ayTOMMMYHHY!0) npupoy. UMmmyHocynpeccuBHas tepanus (MCT) Muokapaura BIusieT Ha
TedueHue 3aboneBanus: B orcyrctBue MICT ormeuensl moctoBepHO Oonbmas jetanbHOCTh (30,8% vs
4,0%, p = 0,03), xyamue pe3yapTaTbl aHTHAPUTMUUECKOM Tepanuy U nporpeccupytouiee cHwkenue OB
JDK; tompko y Oompubix ¢ AJIIDK u mumokapmutom, nomydaBmux WCT, ormedeHa AOCTOBEpHas
MOJIOKUTENIbHAS JUHAMHKA B OTHOIIICHHH BCEX JKEITYJ0YKOBBIX HAPYIICHUH pUTMA.

4. PazButHe Toit mim uHOM (opmbl AJIIDK ompenensiercs pa3iuuHbIM BKJIAIOM T€HETHYSCKUX
(bakTOpOB MU MHUOKApIUTA: POJIb MyTallMii MaKCUMaJIbHA TIPY Pa3BEpHYTON apUTMHUYECKON (hopme, poiib
MHOKapIuTa — NpHU JIaTeHTHOW aputmuueckoir (opme, mpu AJIIDK ¢ mporpeccupyromeit XCH u B
coueranun ¢ HKM oauHakoBo BakHO BiusiHHE oOoux (akropoB. CoueraHue MHOKApAWUTa U
MaTOTeHHBIX MyTamuii otMeueHo y 11,0%, 9,0%, 37,5% u 25,0% 00oabHBIX COOTBETCTBEHHO.

5. BbisiBieHbl T'eHO-(DEHOTUIMYECKHE KOppessauuu Mexay Myrtanusmu B reHe PKP2 u
pa3BUTHEM pa3BEpHYTOM apuTMUYecKoi (opMoii, cHIKkeHHueM BoJjbTaka QRS u HeOnaronpusTHHIMU

cobbiTisiMM; B TeHe DSP — ¢ ogHOBpeMEHHBIM HaJMYHEM HEKOMIIAKTHOTO MHOKapa, MHOKap/uTa,
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BOBJICUEHUEM JICBOTO k)ermyaouka u pazsutueM XCH; B rene DSG2 — ¢ oTHOCHTENBHO OJaronpusTHBIM
TedeHueM 3abosieBaHus; B HeaecMocoMHbIX reHax FLNC m SCNS5SA — ¢ HanmuueM MHOKapauTa U
JATCHTHOW apUTMHUYECKOHN (POpPMOH.

6. Han6onee 2 hekTHBHBIMU aHTHAPUTMHYECKUMU TIpenapatamu y 6oiapHBIX AJIITXK okazammchk
aMUOJIapOH, 3TAallM3UH U coTasion. Hanbosee 3HaunMbIMH TIPEUKTOPAMH ONPaBIAHHOTO cpadaThIBaHUS
UK/ 661 KAP JOK > 5 ecm (HR 9,5), cmeptr — noseimenne CPB > 0,6 mr/an (HR 22), @B JIK < 35%
(HR 32,8); ycroitunBoii XXT — 06bem npaBoro npencepaus > 80 mur (HR 17,8); pazsutuss XCH — o6bpem
npasoro npeacepaus > 70 ma (HR 10,2) u noeimenue CPb > 0,2 mr/an (HR 4,7). Pa3paGortans

KaJIbKYJISITOPBI [Tl pacdeTa prcKa pa3InYHbIX HeOnaronpusTHeIX coObiTHit mpu AJIITDK.
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ITPAKTUYECKHUE PEKOMEH/JIALIMHN

1. IlenecooOpa3Ho ucob30BaHuE TpeatokeHHoM kinaccudukaruu AJIIDK B kmuHnyeckoin
NPaKTUKE C LEIbI0 ONpPEACICHHs CHEKTpa AUArHOCTUYECKUX M JEUEOHBIX MEPOIPUATUH U OLIEHKU
NporHo3a 3a00JeBaHMs Y KOHKPETHOTO OOJIBHOTO.

2. OcHOBaHMSMHU MJIsI TPOBEICHHUS pa3BEpHYTOM KiuHU4YecKod nuarHoctuku AJIIDK
JOJDKHO OBITH  BBISIBJIGHHE JIIOOOTO U3 CIEAYIOIMX KIMHUYECKUX CleHapueB: 1) uacToi
MPaBOXKEIYJOUYKOBOM 3KCTpAcUCTOIUU (0coOeHHO Oosiee 3 THIC./CYT.), a Takke DSMH30/0B
HeycroiuuBor KT w3 mpaBoro kemygouka; 2) mapokcusmMoB ycroiumBod XKT; 3)
o6useHTpukyisipiod  XCH ¢ mnpeoOnagaHueM MpaBOXKETyJOYKOBOM B OTCYTCTBUE BBICOKOM
JIETOYHOM TUIEPTEH3UH; 4) HEKOMIIAKTHOTO MHUOKapAa UM OOMOpPOKOB B COUYETaHUM C JHOOBIM U3
[ePEYHCIICHHBIX CLIEHApUEB.

3. B kadectBe momosHUTENbHBIX AuarHoctudeckux kputepueB AJITDK mpu Bcex ¢opmax
1es1Ieco00pa3Ho HMCIOIb30BaHUE HHU3KOTO BOJIbTa)ka KOMIUIEKCOB QRS, >KMpOBBIX BKIIOUEHUH B
muokapze no ganabiM MPT/MCKT u 0OMOpokoB 6€3 IpeIBECTHUKOB B aHAMHE3€.

4. Tlpm npmarHoctuke 000N kimuHMYeckod Gopmer AJIIDK, Brimrouas JaTeHTHYIO
apUTMHUYECKYI0, HE3aBHCHMO OT JOCTOBEPHOCTHM JMarHosa, IeiaecooOpa3Ho mnposeaenue JIHK-
TUArHOCTHKHU. Y OonbHBIX ¢ coderanneM AJIIIDK ¥ HEKOMITaKTHOTO MHOKapjaa Ieinecoo0pa3Ho
nposenenue JIHK-n1uarnocTuky B reHax, OTBETCTBEHHBIX 3a pa3BUTHE 000X 3a00JI€BaHUI.

5. Ilpu Bcex wmumumyeckux Gopmax AJIIIK, ocoOeHHO TIpU JIATEHTHOW apUTMHUYECKOM,
AIIDK ¢ nporpeccupyromeii XCH n AJIIDK B coueTtaHMM C HEKOMIIAKTHBIM MHOKapIOM,
HEOOXOIMMBl AaKTUBHOE BBISBICHHE COIYTCTBYIOIIETO0 MHUOKapAuTa (ONpeleseHue YPOBHs
AQHTUKAPAUAJIbHBIX AHTUTE]I M TIE€HOMa KAapAUOTPOIHBIX BHpPYyCOB B KpoBu, MPT, mnpu
HeoOxonumoctd OMB) u  ero nedenue. DeHOMEH CyO’MMKAPAMATIBHOTO OTCPOUYEHHOIO
KOHTpacTupoBaHus Muokapaa npu MPT moeT TpakToBaTbcs B M0JIb3Y MHUOKAPAUTA MPU HATTUYUU
JPYTUX KPUTEPUEB 3TOTO JUArHO3A.

6. B xauecTBe aHTMAPUTMHYECKOW TEpanUHd B OTHOILEHUU KEIyJOYKOBBIX HapyIICHUN
putma y namueHtoB ¢ AIIDK makcumanbHO 3¢ (GEKTUBHBI aMHOAAPOH (TIPH BCEX KIMHUYECKUX
dopmax), HTamu3uH (NpU JAaTEHTHOM apuTtmMuueckonr Qopme) u cotamon (mpu AIDK ¢
nporpeccupytonieii XCH wnn HKM). Tlpu orGope mamueHTOB Ha WHTEPBEHIIMOHHOE JICYCHHE
apuUTMHUM HEOOXOJUMO YUYUTHIBaTh, YTO BbIMOJHEHHE PYA 1Mo moOBOxy 4YacTOW »Kelyl0YKOBOH
aKcTpacucroyimu Hauboiee 3pdextusHo (6onee 70%) mpu JaTCHTHON apuTMHYEcKol Gopme, gaert
HeckoJbKko MeHbIui 3¢ dexr (60%) mpu pa3BepHyTOH apUTMHUYECKOH (GOpMe B OTHOLICHUU
skcTpacucronun u ycronuuBod KT, mpu AJAIDK c mporpeccupyromeit XCH unmu ¢ HKM

npoBenenue PUA nanmenee 3¢pexktuBHO.
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7. LenecooOpa3HO HMCMONB30BaHUE MPEIIOKEHHBIX KAIBKYJISITOPOB PHCKA JIETAIHHOCTH
(uamexc Oonee 0,33 — BbICOKMI pPHCK), BO3HHMKHOBeHUs yctonunBon KT (ungexc Oonee 0,4 —
BbICOKHUI puck) u pa3zButus XCH (unnexc 6onee 0,4 — BBICOKHIA pUCK) IPU CTPAaTU(DUKALIMM PUCKA
HeOJaronpusATHRIX UCXOA0B. B KauecTBe MPOrHOCTUYECKUX KPUTEPHEB IMpPU OTOOpPE MAIMEHTOB C
ANIDK na ummnantanuio WMKJI, momumo kpurepueB u3 Pexkomenmaumii ot 2015 r., moryr
ucnonb3oBatbes KIAP JOK > 5 cM u Huskuit BoabTtaxk komiuiekcoB QRS. Yposens CPb ot 0,6 u
BhIlIe MI/u1 (0e3 nmpexoaaumx npuuuH) u cHiwkenne @B JDK menee 35% conpsikeHbl ¢ BHICOKUM
PUCKOM JIETaJbHOTO MCXOJA: HalW4Me HTUX (HAKTOPOB, HAPALY C KIMHHUYECKUM CTaTyCOM
NalMeHTa, SBISIETCS OCHOBAaHWEM IS TOCTAaHOBKM BONPOCA O BKIIOYEHWH TMAIEHTAa B JIHCT

O’KHMJIaHWSI Ha TPAHCIIAaHTAITUIO Ceplia.
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CIIUCOK COKPAIIIEHUH Y YCJIOBHBIX OBO3HAYEHUM

CRYAB
CTTNA3
DES
DSC2
DSG2
DSP
EMD
FLNC
JUP
LDB3
LMNA
PKP2
PLN
SCNSA
TGFB3
TMEM43
TTN
CMV
EBV
HHV6
HHVS8
HR
HSV1
HSV2
PVBI19
\YAY
JHU
ICIN
AB
AJIDK
AHO
AllD
AT
ATBIIC
ATITMK
ATKMI]
ATD

T'eH KpHCTalTnHA
reH oT-kaTeHnHA

I'eH JeCMUHA

T'CH JICCMOKOJUINHA

I'€H JecMoryicuda 2

T'eH JECMOTIaKNHA

T'eH HMEpHHA

reH ¢unamuna C

T'eH IJIaKoTJI00uHa

red LIM-cBs3EIBaromnero foMmeHa

T'eH JJaMUHa

T'CH TUIaKO(pUINHA

reH ¢ocdomambana

T'eH 0-CyOBETMHUIIBI HATPHEBHIX KaHAIOB

reH, Tpancopmupyroumii pakrop pocra f3-3
reH TpaHcMeMOpaHHoro Oenka 43

T'CH TUTHHA

Cytomegalovirus

Epstain Barr virus

Human Herpes Virus 6

Human Herpes Virus 8

hazard ratio (OTHOCHUTENBHBII PUCK)

Simplex Virus Type 1

Herpes Simplex Virus Type 2

Parvovirus B19

Varicella zoster virus

Johns Hopkins University

Interuniversity Cardiology Institute of the Netherlands
aTPUOBEHTPUKYJISIPHBIN

apUTMOTEHHAs JUCIUIA3HS [TPABOTO JKEITyJ0UKa
AHTUTCHBI JIep KapIMOMUOIIMTOB
AQHTUOTEH3WHIIPEBPAIAIOIINN (epMEHT
aHTHUKapAUaIbHBIC aHTHTENA

AHTUTECHbI BOJIOKOH MTPOBOJIAIICH CUCTEMBI CepIia
AHTUTCHBI TJIAJIKOW MYCKYJIaTyphI

AHTUTCHBI KApAHMOMHOITITOB

AHTHUI'CHBI OHJ0TCIINA



BCC
I'B
TKMII
T'KC
X
hivi|
JIKMII
KT
EKDC
3C
UBC
UK
UCT
KAT
KJI0

KMIT
KCO
TOK
JTHIIT
JIT
MA
MKII
MP
MPT
MCKT
HXDC
HKM
Ol
TIBT
DK
T3P
TTHIIT
T
TITDK
TP
PYA
CIUIA
CPB
CCCy
TK
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BHE3aITHas CepAeYHast CMEPTh
THIIepTOHNYECKas 00JIE3Hb
runepTpoduyeckas KapAUOMHUOIATHS
[JIFOKOKOPTUKOCTEPOU 1B

TUAPOKCUXJIOPOXHUH

JOBEPUTEIILHBINA UHTEPBAI

JTUIaTallMOHHAS KapAMOMUOIIATHUS
KEITyJOUKOBask TaXUKapAUs

KEITYTOYKOBBIE SKCTPACUCTOJIBI

3a/IHsIs1 CTEHKA

uieMuueckast 0oJe3Hb cep/ua
MMIUTIAaHTUPYEMBINA KapInoBepTep-aehuOpuuisaTop
MMMYHOCYTIPECCUBHAs TEPATTH
KOpOHAapOaHTHOTpadust

KOHEUYHBIA TUACTOJINYECKUN 00BbEM

KOHEYHBIN JUACTOJIMUYECKUN Pa3Mep
KapIMOMHUOTIATHS

KOHEYHBII CUCTONMUYECKHI 00beM

JIEBBIN KETyT0UEK

JieBasi HOXKa mydka ['uca

JIEBOE IIpEcepane

MepuaTeabHas apuTMus

MEAOKETYJOYKOBAsI IEPErOpOKa

MUTpaIbHas PETypruTanus
MarHUTHO-PE30HAHCHAS TOMOTpadHs
MYJIBTUCTIUPANIbHAS KOMIIBIOTEPHAsE TOMOTpadus
Ha/KEITy J0YKOBBIE SKCTPACUCTOJIBI
HEKOMITAKTHBI MHOKap[

OTHOULIEHUE IIAHCOB

MIPOTUBOBUPYCHAS Tepanus

MIPABbIH JKEITYyA0UYEK

NepeIHe-3aJHUI pa3mMep

npaBas HOXKa mmy4ka ['uca

IIpaBoe Tpeacepane

MO3/IHUE MTOTEHIUAIBI KETYJOUKOB
MOJIMMEpPAa3Hast IEMHast PEaKIIHs
paarovacToTHas a0

CUCTOJINYECKOE JABJICHUE B JIETOYHOU apTepUu
C-peakTuBHBIN OEIOK

CUHJPOM cJ1ab0CTH CUHYCOBOTIO y3J1a

TpCXCTBOp‘laTHﬁ KJIaIliaH
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TII — TpemneTaHus npeacepaui

TP — TPUKYCHUJAIbHAs pErypruranus

TOJIA —  TpoMOO3’MOO0IIHS JIETOYHOM apTepun

®B — (pakmust BeIOpoca

DX —  (pubpUIAINS KTy TOUKOB

OK — (pyHKIMOHANBHBIN KI1acc

OTK — ®dakynbpTeTcKas TepaneBTuyecKas KInHuka umenu B.H. Bunorpanosa
XCH — XpOHHMYECKas cepAeyHasi HeI0CTaTOYHOCTh
OKT —  DJIEKTPOKApAUOTpaMMa

OKI' BP - OKI BbICOKOrO paspeueHus

OKC —  DIIEKTPOKApIAUOCTUMYIIATOP

OMb — DHAOMHOKapIUagbHass OUOTICHUS

OxoKI' - »sxokapauorpadus
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INPHJIO’)KEHHUE

MHdopmauma gna naumneHTa (406poBonbLa)

YBarkaemblii naumneHT(-Ka)!

Bac npwurnawaloT NpUHATL y4acTMe B WCCAeAOBaHMM B paMKax AMCCepPTaLMOHHOM paboTbl
«ApUTMOreHHass AWCNNa3uA  MPABOrO  KeAy[o4vKa:  KAMHMYeckne  ¢dopmbl  6OMe3HM, 3HavyeHue
CONYTCTBYIOLLErO MMOKAPAMTA, NOAXOAbI K IEYEHUIO»,

NccnepoBaHue npoBoauT Bpad-kapauonor JlytoxmHa HOnmAa AnekcaHgpoBHa MoA pyKOBOACTBOM
npodeccopa Kadeapbl dakynbTeTckol Tepanun Ne 1 neyebHoro dakynbteta F6OY BMNO Mepsbii MIMY
nmeHun U.M. CeyeHoBa MuH3sapasa Poccum a.m.H. bnarosoii Onbru BnaanmumposHbl.

Morkanyicta, BHMUMATENbHO MNPOYTUTE ISTOT AOKYMEHT. B HEM coaepxutca UHPopmauma o6
nccnenoBaHnn. Bce uHTepecytowme Bac Bonpockl Bbl MoxeTe 06cyauTb € BpavyomM-UcCienoBaTeNleM U C
61n3KMMM ntogbmu. Mocne Toro, Kak Bbl 03HaKOMMUTECb C AAHHbIM AOKYMEHTOM W NPUMETE pelleHune
y4acTBOBaTb B MCCAef0BaHUM, Bam HyKHO OyaeT noctaBuTb noanucb M AaTy B8 MHPOPMUPOBAHHOM
cornacuMm B AByX 3k3emnaAapax. OguMH NoAnucaHHbIM U AaTUPOBAHHLIA 3K3emMnaAp MHGopmauuu ans
naumeHTa ¢ popmoit MHPOPMMPOBAHHOIO COrlacus ocTaHeTcs y Bac.

Yyactme B uccnepoBaHuM pobposonbHoe. Ecnm Bbl OTKaxeTecb, AW, noanucas corfacue,
N3MEHUTE CBOE peLleHUne B t0boe BpeMs B XO4e UCCNef0BaHUA 6e3 06bACHEHMA MPUYMH, 3TO HE NOBAMAET
Ha KayecTBO OKa3aHWsa Bam meAnLMHCKON NOMOLIM.

Bac npuraawwatoT y4acTBOBaTb B 3TOM UCCAEA0BAHUN, YTO 0OYCNOBAEHO NOAO3PEHUEM Ha HaMYnNe
y Bac 3aboneBaHua nog HaszBaHueM «ApUTMOreHHaa AMCNAa3uA NPaBoro Xeayaodyka». ITo reHeTu4eckoe
(BporkaeHHOe) 3aboneBaHUE, KOTOPOE YacTo ABAAETCA HAC/eACTBEHHbBIM M XapaKTePU3yeTCs U3MEHEHUAMM
B MPaBOM KefNyAouKke cepaua (nocTeneHHbIM 3aMeLLEHUEM MbILLIEYHOM TKaHWU KMPOBOW U GUBPO3HOIN), B
pe3y/ibTaTe Yero MoryT BO3HMKaTb CEPbE3HbIE, YTPOXKAOLLME KMU3HWN HAPYLEHUA PUTMA CEPALLA, A TaKKe, B
pAafe cAyyaeB, pa3BMBATbCA CepAeyvyHas HeaocTaTovyHocTb. [aHHaa naTtonorns TpebyeT npumeHeHuA
cneumanbHbiX MeToaoB obcnefoBaHua ANa NOATBEPNKAEHMA AMArHosa, ocoboro noaxona K SIeHeHUo U
ONUTENIbHOTO HEMpPepbIBHOrO Habto4EeHUA B CBA3KM C NPOrpeccHMpyownm Xapaktepom 601e3Hu.

Lenb uccnepgoBaHMa — YCTaHOBUTb OCHOBHbIE KAMHMYecKMe $opMbl (BapuaHTbl) apUTMOreHHOM
AMCcnnasvMM NpaBoro Kesygoyka C YYETOM pPas/MYHOrO BK/Aada TeHETUYEeCKMX W BOCNa/IUTENbHbIX
MEXaHW3MOB, YacTOoTy M poJib COMYTCTBYIOLWErO MMOKapamuTa, ocobeHHocTn audbdepeHLManbHOM
OVNArHOCTUKN U NEeYEHUA NPU KAXKA0M U3 BapuaHTOB 60e3HM.

Echn Bbl cornacutecb NpUHATL y4vacTMe B WUCC/edOBaHWKM, MOMMMO CTAHOAPTHbIX MeETO40B
OVArHOCTUKN, BK/KOYEHHbIX B MEAWKO-IKOHOMMYECKME CTAHAAPTbl OKa3aHWA MeAMUMHCKOW MNOMOLLM

(0bwmii, BUOXUMUYECKMIA, UMMYHOIOTMYECKUIA aHaIn3bl KPOBM, YPOBEHb FOPMOHOB LLIUTOBUAHOM 3Kenesbl,
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06Kt aHaNM3 MoUM, INEKTPOKapanorpamma (ganee — IKr), cytouHoe moHuTopmpoBaHue IKI no Xontepy,

axokapauorpadusa), Bam 6yayT nposeaeHbl caeayolme 40N0AHUTENbHbIE aHAIU3bI U 06cef0BaHUA:

1. AHanu3bl KpoBHU (3a60p KpoBM BYAET OCYLLECTBAATLCA O4HOMOMEHTHO C 3a60POM KPOBM Ha
aHanu3bl, NPefyCMOTPEHHbIE MEeAMKO-3KOHOMUYECKMMU CTAHAAPTaMM OKa3aHUA MeAULMHCKOM NOMOLLM,
npw rocnMTanmsaumm B ctaumoHap. Takum obpasom, LONOAHUTENBHOM NYHKUMM BEHbI He TpebyeTcs, B
CBA3M C YeM OTCYTCTBYHOT KaKkue B6bl TO HM BbIN10 AONONHUTE/IbHBIE PUCKK).

® JMArHOCTMKA KapaMOTPOMNHOM BUPYCHON MHbEKUMKU. JaHHbIN aHain3 NO3BOAAET BbIABUTbL B KPOBMU
OHK BupycoB, cnocobHbIX Bbi3blBaTb MMUOKAPAMUT — BOCMasieHMe cepaevyHon mbllwupbl. 19 3TOro aHaiMsa
TpebyeTca okono 1,5 Mn BEHO3HOM KPOBMU.

® aHaNM3 KPOBU HA aHTUKApAMaNbHble aHTUTeNa. ITO nccnefoBaHne NO3BONAET BbIABUTb aHTUTEN],
KOTOpble OpraHM3M MOMKEeT BbipabaTbiBaTb K COOCTBEHHOMY cepally, BbICTU/AKE KPOBEHOCHbIX COCYAOB,
npoBoAsALLeld cUCTEME Cepala, U OonpeaennTb UX KOJMYECTBO, YTO MO3BOAMT HaM AMArHOCTMpPOBaTb
MWOKapauT. s 3Toro aHanusa Tpebyetca okono 2,0 M BEHO3HOW KPOBU.

e reHetTMyeckoe obcnegoBaHue (reHeTUYeckoe KoHcynbTMpoBaHue, AHK-auarHoctuka). [aHHoe
nccneaoBaHWe HanpaBieHO Ha BblABAEHME MYTALMI B reHax naakopuanHa, AecMonaakmMHa, 4eCMOorienHa
W opYyrux reHoB, NAaToNOrMYeCcKMe U3MEHEHMA B KOTOPbIX MOTYT BECTM K Pa3BUTUIO TaKOro 3aboneBaHmsa Kak
apUTMOreHHasa Ancnaa3nA NPaBoro Kenyaoyka. Ans aHaansa Heob6xogmMmo okono 1,5 ma BEHO3HOW KpoBM.

2. UHCTpyMeEHTaNbHble MeTOAbl ANArHOCTUKMN:

e MarHMTHO-pe30HaHCcHasa Tomorpadua cepgua ¢ ragonnHuem (MPT cepaua ¢ KoHTpactom). Ona
YTOYHEHUA AMArHo3a M TaKTUKK nedeHnn Bam ByaeT npeniorKeHo npoBeseHue AaHHOTo nccaenoBaHuma (Ha
6ase MNepsoro MIMY um. U.M. CeueHoBa unu JIPL, Pocsgpasa, nan HUCCX um. A.H.Bakynesa). 3T10
NO3BOJIUT OLLEHUTb 06bEM, PasMepbl, TOKAIbHYIO COKPATUMOCTb U PppaKL Mo BbIOPOCa NPaBoro KeayaouKa,
YTO ABNAETCA BaXKHbIM AN AMATHOCTUKM apUTMOTEeHHON ANCMNAA3nM NPABOro KenyaouKa. Bbl noxureco Ha
cneumanbHy0 BbIABUMKHYIO KyLeTKy. ITa KyleTKa 3agBuraeTtcs, nepemew,ana Bac B 6onblyto «Tpyby»,
Tomorpad. ObblyHO Tomorpadusa aautca oT 15 go 30 muHyT. Ana MPT cepaua UCNonb3yeTca KOHTPAcTHoe
BELLeCTBO — rafoNMHUKA. [Ona Toro 4tobbl rafofIMHUIA MOT BbIBOAUTLCA MOYKAMW, HE OKA3blBas Ha HUX
TOKCMYECKOrO [AeNCTBMA, OH WCMNO/Ib3yeTcs B BUAE KOMMJIEKCa C AUITUNEHTPUAMMHNEHTAYKCYCHOM
KMCNOTOW. ITOT NpenapaT BBOAAT BHYTPUBEHHO Yyepe3 KybuTanbHbi KaTeTep B Aose 0,2 ma/kr (10-15 mn
AN B3pOCAbIX) nocse annepronpobbl. FaAoAUHMIA KpaliHe peaKko Bbi3blBAaeT annepruio, He BedeT K
NMoOYeYHOW He[oCTAaTOYHOCTM U Ge3onaceH gnsa geteit. Yepes 20 MUHYT nocne BBeLEHMA KOHTPACTHOrO
BelecTBa uccnegoBaHMe NoBTOpAETCA.

e JKI BbICOKOro paspellueHns. ITOT MeToA AMAarHOCTUKKM MOX0X Ha 06blyHyto IKI. OTimnuma coctoaT
B TOM, YTO HECKO/IbKO MHAye pacrnonaratoTcA rpyaHble 3/eKTpoabl U Kapauorpamma pernctpupyerca B
TedeHne 10 MUHYT. Bcé 3To Bpemsa Bbl cnoKoMHO nexute Ha KyweTke. IKI BbICOKOro paspelleHua npu
NOMOLLY MAaTEMATUYECKUX METOA0B NO3BONAET BblAENUTb M AaHANN3UPOBATb HU3KOAMMNAUTYAHbIE CUTHANbI,
HeAOoCTyrMHble ANA aHan3a NpPU UCNOJIb30BAHUKU TPAAULMOHHbBIX MeToA0B pernctpaummn KM n cogepKawme
BAXKHYIO AMarHocTMyeckyto MHoopmaumio. OaHa U3 BarKHENLWKNX obnacTe NpUMEHEHMA AaHHOMO MeToaa —
BblIB/IEHWE MO34HUX MOTEHUMANOB XEeNy[AouKoB, 4YTO ABAAETCA Ma/blM KpUTEPUEM apUTMOFEHHOWN

AVCNAa3UM NPaBoro KelyaouKa.
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MpoBeaeHMe 6ONbLWNHCTBA UCCNE0BAHNI He NOTpebyeT maTepmasbHbIX 3aTpaT ¢ Balelt CTOPOHDI,
KpOMe Tex UCCNeaoBaHW, KOTOpble He MPOBOAATCA Ha 6a3e YHUBEPCUTETCKOM KAMHUYECKOW 6O0SbHULbI
Nel Mepsoro MIMY nm.U.M.CeueHoBa (aHanM3 KPOBU Ha MapKepbl KAPANOTPOMHON BUPYCHOM UHbEKLUN
Ha 6a3e HUWN anuaemmonormm B COOTBETCTBMM C LEHaMu AaHHOM nabopaTtopuu; aHanM3 KPOBWU Ha
aHTMKapauanbHble aHTUTeNa Ha 6ase ®HL, TpaHcnaaHTosMormm um. B.U.LlymakoBa B cOOTBETCTBUMU C
UeHamMu JaHHoi nabopaTopumn). TakxKe, ANA YTOUHEHMA AMArHo3a M TaKTUKKU fnedvyeHusa, Bam bynet
npeasoXeHo BbinosHeHMe MPT cepaua ¢ ragosmHuMem Ha 6ase gpyrux yyperKaeHWin B COOTBETCTBUM C
LEeHaMM yupexaeHus, B Clydae HEeBO3MOXKHOCTW BbINONHEHUA OAHHOTO MCCnenoBaHMA Ha 6ase [Mepsoro
MIMY um.U.M.CeyeHosa.

MpoBeaeHmne Kaxkporo uccneaosaHua 6yaer obeykpgatbea ¢ Bamu otgenbHo. Ha nposeaeHue
nccnenoBaHUi, KOTOpble COMPAMKEHbl C OonpeaeneHHbIM PUCKOM (yCTaHOBKa KybuTa/nbHOro KarteTtepa,
MarHUTHO-pe30HaHCHaA Tomorpadua C BHYTPMBEHHBIM KOHTPACTUPOBAHMEM), @ TaKXKe CBA3aHblI C
MCMONb30BaHUEM KOHOUAEHUMANbHOW MHPOPMaLMKM OTHOCUTENbHO Bac v Bawel cembu (reHeTuuyeckoe
uccnepgosaHue), Bam byaeT npennoeHo AaTb OTAeNbHOE NUCbMeEHHOe cornacue. [peanonaraerca
ncnosib3oBaHue obwenpuHAaTbix B NMepsom MIMY nm. N.M.CeueHoBa coriacuii Ha obcegoBaHMe B pamKax
MeONKO-9KOHOMMUYECKMX CTAHOAPTOB W Ha nNpoBeAeHWe pAfa CTAHOAPTHbIX  WMHCTPYMEHTasIbHbIX
nccnenoBaHun.

Bobiwe yyactne B nccnepoBanum npoanutca 1 roa. MNepsoe ob6cnenoBaHMe NpoBOAUTCA BO BPeMA
HacTosWen rocnuTannsaumm, 3atem 4depes rog (c Bamu cBaxkeTca Bpay) wav npu yxyglieHun Bawero
CaMOYyBCTBMA.

B npouecce obcnepoBaHma Bam 6yaeT npoBoauTbCcA fevyeHMe, cooTBeTcTByowee Bawemy
AMarHosy.

Bo3morkHaa nonb3a ana Bac oT yyacTma B wcciefoBaHUM — MOJyYEHUE AOMOJAHUTENbHOWN
MHbOpPMaLUN O COCTOAHUM Bawero 340poBbA, KOTOPaA MOXET YTOYHUTb AMArHo3 U Tem CaMbiM MOBbLICUTb
30 PEKTMBHOCTb MPOBOAMMOrO JIEYEHMA M YAYYWMUTb MPOrHO3; MPOBEAEHWE KOPPEKLUMWU JiedeHus no
pe3yibTaTam NPOBOAUMBIX B paMKax Hay4HOro nccnefoBaHuna obcnesoBaHUMA.

Bce cBefeHusa, MoJsiydeHHble W3 Bawel MeaMUMHCKOW KapTbl, WUcTopun 6onesHu, 6byayt
paccmaTpmMBaTbCA KaK KOHPWAeHUManbHad wWHbopmauma. Bbl MmeeTe npaBo MNOAy4UMTb [AOCTyn K
MHPOPMALMN O COCTOAHUM CBOEro 340pO0BbA. Pe3ynbTaTbl AaHHOMO WccAefoBaHMA MOryT ObiTb

onybnKoBaHbl 6e3 yKasaHuUs Ha Bawy AMYHOCTD.

KoHTaKTHble TesiedOHbl, MO KOTOPbIM Bbl MOXKeTe NoAyunTb 40NOAHUTENBHYIO MHPOPMAUMIO:
Bpay-uccnegosaTesnb — JlyToxmHa KOnua AnekcaHgpoBHa, 8(917)596-39-07;

Hay4HbI pykoBoauTenb — bnarosa Onbra BnagummposHa, 8(916)834-91-69.

NccnepoBaHune nposoamTca Ha 6ase Kadeapbl pakynbteTckon Tepanmm Ne 1 neyebHoro dpakynbteTa
Mepsoro MIMY nmenn U.M. CeveHoBa.
Haw agpec: r. Mocksa, ya. bonbwasa Muporosckas, 6. YHUBEPCUTETCKAA KAMHUYecKasa 6obHULA

Ne 1 Mepsoro MIMY nmenn U.M. CeueHoBa. TenedoH 8(499)248-62-33
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dopma MHGOPMMPOBAHHOTO coracus

A

npountan(-a) MHbopMaLMIO O HAYYHOM UCCAEAOBaHUM «APUTMOreHHaa AWCNANAa3uA NPaBOro enyaodKa:
KAMHMYeckne ¢opmbl 60s1€3HM, 3HAYEeHMe COMyTCTBYIOLWErO0 MMOKapAWTa, MNoAXodbl K JIEYEHUIO» W
cornaceH(-a) B Hem yyacTBOBaThb.

MHe 6blna npeaocTaBleHa BO3MOXHOCTb 3adaTb /tobble BOMPOCbI O MOEM yyacTun B
nccnefoBaHNM M NOAYYUTb HA HUX OTBETHI, U Y MeHA BbIN0 LOCTaTOYHO BPEMEHMU, YTOObI MPUHATL pelleHne
0 J,06POBOIBHOM Y4acTUKN B UCCNELOBAHUM.

A1 NOHMMalD, UTO Mory B N1H060Ee Bpems MO MOEMY XKeNaHUI0 0TKa3aTbCA OT Aa/ibHEMLIero y4actus B
nccnesoBaHNKU M eCK A 3TO cAeNato, TO 3TO He MOB/INAET Ha MOoe Noc/eaylollee eYyeHune.

A pobpoBONbHO cornawatocb, 4YTobbl MOM [AaHHbIe, MNONYYEHHbIE B XO4Ee WCC/edOoBaHMS,
MCMONb30Ba/NCb B HAydHbIX UeNsX W 6blanm  onybauMKoBaHbl € ycnoBuem cobsodeHuA  npaBun
KOHPUAEHLMANBbHOCTW.

A nonyunn(-a) sksemnaap «MHbopmaumm ana naupeHTta ¢ Gopmoit UHGOPMUPOBAHHOIO COrnacua».

®.1.0. naumeHTa/NaumMeHTKM

(neyaTHbIMKM ByKBamM)

Moanuck naumeHTa/NauneHTKK [aTa v Bpemsa

®.1.0. Bpava-uccnegosatens

(neyaTHbIMKM ByKkBaMM)

Moanuch Bpava-ucciegosaTtens [ata n Bpems



