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[IPOT'HOCTUYECKA 51 3HAUUMOCTD ®UBPUIIISLIUU [TPEJCEPAUN YV TALIMEHTOB
C TUIIEPTPO®UYECKON KAPIUOMUOIIATUEN

TI'Y Pecnyonuxanckuii nayuno-npakmuueckuii yeump «Kapouonozusnyn, 'THY «Oévedunennwtit uncmunym
npoonem unghopmamuxu HAH Benapycu», nabopamopus ououngopmamuxu, Munck, benapyco

C yenvio oyenxu npocHOCMu4eckol poau Guopuiisyuy npedcepoull u haxkmopos pucka, accCOyUUPOBAHHbIX C pa3-
sumuem HebiaonpUsAIMHbIX UCX0006 0bciedosansl 293 nayuenma c cunepmpo@uueckoll KapouoMuonamuell 8 603pacme

om 17 nem 0o 68 nem, 188 mysrcuun u 105 dncenupun.

KiroueBbie cioBa: runeprpoduueckasi KapAuOMHOINATHSI, CHHYCOBBIH PUTM, (pUOpHILIANUSA Npecepauii,
JIeBbIii KeJIyf04eK, 3Xokapauorpagus, TpoM003M00JIHYeCKHE OCT0KHECHHSA, HIIEMHUYECKUH HHCYJBT.

To study the prognostic value of atrial fibrillation and risk factors associated with adverse outcome, 293 patients
(188 men and 105 women) with hypertrophic cardiomyopathy aged 17 68 years were examined.

Key words: hypertrophic cardiomyopathy, sinus rhythm, atrial fibrillation, left ventricle, echocardiography,

thromboembolism, ischemic stroke.

Iuneprpoduueckas kapauomuonarus (CKMII) - nau-
Ooyiee pacrpoCTpaHEHHOE TIeHeTHYecKoe 3aboieBaHue
cepaua (1:500 B oOreit momyssinmu), 00yCIOBICHHOE My-
TalUsIMU TE€HOB, KOIUPYIOIIUX CHHTE3 COKPATUTEIIbHBIX
0eJKOB MMOKap[a M XapaKTepHu3ylolleecs acuMMeTphd-
HOUW WJI CHMMETPUYHOMN rUnepTpodueit JeBoro xkerynod-
ka (JDK) c BoBieueHnem B runepTpouuUecKuii mporecc
MEXKeTy10uKoBo# neperoponku (MXKIT) [1].

Kiununueckoe TeueHue 3aboneBaHusi KpaiiHe Bapua-
6enbHO. [TaneHThl MOTYT OCTaBaThesi OECCUMIITOMHBIMU
Ha MPOTSHKEHUU BCEH JKU3HU; CKOHYAThCA BHE3AIHO WU
Yy HUX MOXET MOSIBUTBbCS LEJBIA PsiJi HEOIaronpHsTHBIX
COOBITHI, TAKUX KaK BO3HMKHOBEHHE (DPMOPHMIUISAIMU IpEea-
cepauii (PIT), pemonenuposanune JIK, nporpeccupoBanne
cepaeunoil HepoctarouHocTu (CH) ¢ pa3BuTHeM «xoHEU-
HOW» CTaanu 3a00JIeBaHUs, OCTPOE HApyLIIEHUE MO3TOBOTO
kpoBooOpatienus (OHMK) [2, 3, 4].

B paHee mpoBEAECHHBIX HCCIEAOBAHUAX IOKA3aHO,
yto pasButue DII Bcrpeuaercs y 20-30% mnarueHToB C
I'KMII, a cBs3aHHBIX ¢ HUM HEONATONPUATHBIX COOBITHH,
Takux Kak uiemuueckuid uHCynsr (MU) u tpombGosmbo-
myeckue ocnoxHenus (TO) y 32% nanwmenTos [5]. B Ho-
BelieM cucreMHoM 003ope mo 'KMII coobimaercs, 4to
pacnpoCcTpaHEeHHOCTh U rofioBast BcTpedaemocts DI co-
craBuin 22,5% u 3,1%, coorBercrBenno; TO (MU, nepu-
(bepuyeckue TpomO03MOouu) y mamuentoB ¢ TKMII u
®IT cocraBwm 27,1% u 3,8% [6].

HccenenoBanuss Mo M3YUEHHMIO IPOTHOCTHYECKOMH
3HauumocTtu PII y nun ¢ TKMII garor npoTuBopedn-
Bele pesynbTaThl [7, 8]. Panee mpoBeaeHHBIE HCCIE-
JIOBaHUSl y TAIlMEeHTOB C OOCTPYKIMEH BBIHOCSILErO
tpakta JIDXK mnopdepkuBanu accounuanuio SMH30/0B
@II ¢ pazButnem cumnromoB octpoid CH u TpedoBanu
He3aMmennurensHoro ycrpanenus ®II [7]. Uccnenosa-
nue K.C.Robinson et al. [9] He moka3ano pa3nuuyuii B
cMmeptHOocTH y aull ¢ @Il mo cpaBHEHUIO C JULAMU C
I'KMII ¢ cunycoBom putmom (CP). Bmecte ¢ tem, B
MOCJIEIHUX HMCCJIEN0BaHUAX [6] OBLIO BBISBICHO, YTO
nanuenTsl ¢ @I nemoncTpupyor B 4 paza 00ibIINIA
PUCK KapAUOBACKYJISPHON CMEPTHOCTU MO CPABHEHUIO
¢ nanuentamu ¢ CP, 4To oTpakaeT 3HaUMMOE yBEJHU-
YEHHE CMEPTHOCTHU N0 MPUUYNHE BHE3AMHON cepJeuHOM

cmeptu (BCC), cMepTHOCTH OT HpPOTPECCHUPOBAHUS
XCH unu pazsutus TO. [TosTomy 1enbro Halero uc-
CJe/I0BaHUs SBWJIACH OLEHKA MPOTHOCTUYECKOH posn
GbubpuIIAIMY npeacepanii U GakTOpoB pUCKa, aCCOLU-
MPOBAHHBIX C PA3BUTHEM HEOJIArONPHUSITHBIX HCXOHO0B Y
MAlMEHTOB C TUIEPTPOPUIECCKON KapInOMHOIIaTHEH.

MATEPHUAJI U METO/IbI
HUCCIIEJOBAHUA

Uccnenyemas xoropta cocTouT u3 293 mammeH-
TOB B Bo3pacte oT 17 met mo 68 net (188 myxuuH U
105 >xeHmuH, MenraHa Bo3pacta 47 JeT, KBapTuiau 34-
52 roma), KOTOpBIe 00CIEeTOBANNCH M HAOIIOOATUCH C
oktsa0pss 2001 mo oktsiopsr 2013 1. B PHIIL «Kapan-
onorusi». Juarnoz I'KMII yctanaBiuBaicsi cOrIacHO
KpuTepusiM MeXIyHapOoIHOTO KOMHTETa JKCIIEPTOB
mo 'KMII [2]. Mennana JIUTEeIbHOCTH HAOIIONCHUS
coctaBuna 4,2+2,8 mget. IlanmeHTs HE BKIIOYAINCHL B
HCCIIeIOBaHNE, €CIIU OHU: 1) OB B BO3pacTe MIiIadIIe
16 met; 2) OBUTH B KOHETHOH «IMITATAIIMOHHONWY CTa NN
3aboneBaHus; 3) MEPEHECTN OCTpOe HApYIICHHE MO3-
roBoro kpoBooOpamenus (OHMK) no BkmroueHus B
nccienoBanne. Bece manmmeHTH, BKIFOUCHHBIE B HCCIIE-
JIOBaHWE, OBIIN pa3[eJeHbl Ha 2 TPYIIB: ¢ HATHIHEM
OIT (mapokcu3maiabHas U MOCTOsSHHAS GopmBbl) (n=49)
u orcyrctBueM OII (n=244).

CTpyKTypHBIE W TEMOIMHAMHYECKHE TITapaMeTphl
Cep/IIa UCCIIeA0BAIN MeToIoM 3xoKapanorpaduu (9xoKI')
Ha anmmapare [E-33 ¢upmer PHILIPS. Tlepenne-3aamii u-
HEHHBIN pa3smep jeBoro mpencepaus (JII1) mamepsiics uz
napacTepHajJbHOH 1no3uuuu no anuHHon ocu JOK B M uin
B-pexmnmax. O6wvem JIII m3mepsisicss U3 anuKaibHOM de-
TBIpEXKaMepHOU mo3unuu mo Metoxy CumrmcoHa. O0bemM
JIIT cootHOCHICS ¢ TUTOmAARI0 TToBepxHOCcTH Tena (I1I1T)
u ompenemsics kak uHAekc odvrema JIIT (OJIII/IIIT mn/
M?). B KauecTBe mMoKasarenell CTENEHH BBIPAKEHHOCTH
runeprpodun JOK m3mepsim tonmuHy mMuokapma MIKIT
(TMXITI), 3agueii crenxu JOK (T3CJIK) u paccuuTsiBa-
i mHIeKe Maccel Muokapaa JOK (MMM JIXK). U3smepsumi
TaK)Xe€ KOHEYHBIH CUCTOIMYECKUI U TUaCTOINYECKUI pa3-
Mepsl (KCP u KJIP) JIXK, ¢paxmuro Beiopoca (OB) JIK,
OIICHWBAJIM HAJMYNWE OOCTPYKIIMH BEIHOCSIIECTO TPaKTa
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JDK (BTJIXK). Cocrostnne auacroiandecko ¢pynkimn JIK
OIIPEACIISIIM C TIOMOIIBIO UMITYJIBCHOTO JOTIIIEPOBCKOTO
HCCIIE/IOBaHUST TPAHCMUTPAIILHOTO KPOBOTOKA, KPOBOTOKA
B JICTOYHBIX BEHAaX M TKAHEBOT'O JIOMIUIEPOBCKOTO HCCIIe-
JIOBaHUS INACTOINYECKOro noabema ocHosanus JIK. Bei-
PaKEHHOCTh MUTPAJIBHON PEryPrUTAIlMU OLIEHUBAJIACH T10-
JIYKOJIMYECTBEHHO C MOMOIIBIO BETHOW jomruiep-OXoKT
13 4-kapMepHOH BepXyILIEYHON MO3UIHH.

Cumnromarndeckue mnanueHtel ¢ ['KMII npu-
HuUManu Oeta-aapeHoOnokatopsl (88%), aHTArOHHUCTEI
kanbius (2%), aHTarOHUCTHl PELENTOPOB AHTMOTEH3U-
Ha II (53,5%), MHrHOUTOPBI aHTMOTEH3WHIPEBPAIIA0-
mero depmenta (23,5%), BEpOLITHPOH
(48,5%), Bapdapun (20%). Bbeccumr-
TOMHBIE TanueHTH! (8,9%) He mpuHUMa-
JIM HUKaKUX IperapaTos.

3a nepuon HabroAeHUA y 25 (8,5%)

26

I'pes [11]. Jns BeIOOpa Hambosiee 3HaUUMBIX (HAKTOPOB
M0 KaKJAOMY MCXOIy W TPENOTBPAIICHUS MEpeoOyueHHUs
MOJIENIN MCTIONB30BAJICSI METOJI MONIATOBOTO HCKIIIOUSHHMS
Ha 6aze BIC xpurepus. [12]. Ilo pesymsraram Mopeinu-
POBaHHUSI PACCUNTHIBAIIMCH OTHOILIEHUSI PUCKOB U MX 95%
JIOBEPUTEJIbHBIC WHTEPBANbL. JIJIsl KOJMYECTBEHHBIX TTOKa-
3aTesiell OTHOIICHNE PUCKOB PACCUNTHIBAIIOCH HA EIUHHUILY
M3MEPEHUs] COOTBETCTBYIOIIETO NoKa3arelsi. Bce pacyerst
MIPOBOAMIINCH B CTaTUCTHUYECKOM nakeTe R, Bepcus 3.1.1 ¢
UCIIOJIb30BAaHMEM MAaKeTOB survival ajisi aHaiau3a BbDKHBA-
emocTH, cmprsk u crrstep Ayl aHanu3a KOHKYPHPYIOIIUX
puckos [13, 14, 15].

Tabnuua 1.

Knunuueckas u cmpykmypro-)yHKyuoHa1bHAA XAPAKMEPUCMUKA
nayuenmoes ¢ 'KMII ¢ nanuuuem u omcymcmeuem uopunnayuu
npeocepouil npu ucxo0Hom 006c1e006aHuU

ManMCHTOB OBLIH 3apCrucTprupoOBaHbI n HaL[I/IeHTBI C HaL[I/IeHTBI C
HEOJIarONpPUSATHBIC UCXOIbl M COOBITHS: okasarelb ®IT (n=49) | CP, n=244 p
BCC pasBunack y 6 TAIEHTOB, BCC ¢ BBU, et 49 (21-70) | 46 (17-68) | 0,066
YCICIIHON peaHuManuell W HMMIUIaHTa- TGan/ | 886D/
uueil  kapauoseprepa-aedubpuisaropa | Iom: XK/M, n (%) 32((6§ 3)) 156( (6’3 )9) 0,855
- y 4 DaIueHTOB, JICTAJIILHBIC HCXOIBI 2 >
BenencTeue nporpeccupopanus XCH no | Cemeiinbiii anamues BCC, n (%) 6 (12,2) 31(12,7) | 0,930
«KOHEUYHOI» cTaguy 3a00aeBaHus - y 7 ITarimenToB ¢ HXXT, n (%) 24 (49) 59 (24,3) 0,001
:23“:322:’COHI;HT\/IaJIfM;B?MgnziggzzT?? 2B INanueHToB ¢ cuHKOIE, 1% 14 (28,6) 49 (20,1) 0,187
nampentos, TOTOBas KapAMOBACKYIAD- MarmenTos ¢ ®K CH II-1V, n (%) 33(67,3) 57 (23,4) <0,001
HO# IeTaTBHOCTB BO Beeil koropre cocta- | OXOKI -mapamerpsl
Buna 0,85%. Huamerp JIIT, mm 47 (32-82) | 39 (24-66) | <0,001
B ananuse BUKHBAEMOCTH HCIOMb- [ O ITT/[IIT, mr/m? 43 (31-77,8) | 37 (21-75,5) | <0,001
30BaJIMCh TAKHUE MCXOJIbI, KaK KIIP TOK 18 (3773 19 (3274 0.824
e BCC, xoropas onpeaensiach Kak A , MM (7:73) (32-74) 2
CMEPTh BCJIEJACTBHE KapIHaIbHBIX IIPHU- KCP JIXK, MM 29 (16-56) 29 (12-46) 0,453
YHH, MOposBIsONIasca BHe3anmHoW more- | KCO JDK, mn 38 (7-112) 39 (5-128) 0,339
peﬁ CO3HAaHUA B TCUCHUC Haca IOCJIC IO~ KI[O .]_DK, MI 98 (55_200) 111 (11_255) 0,466
ABIICHHA OCTPBIX CHMITTOMOB WIIH HOHAA [~y K % 62 (44-90) | 64 (24-98) | 0.008
cMepTh 0e3 KakuX-M00 MpeIIecTBYyO-
mux e cumnroMoB 1 BCC kak ucxon ¢ | ®B JIK,% 6(12,2) 12 (4,9) 0,093
yCIIEHIHOM peaHNMalueil npu octaHoBke | Makcumanbaas TMOKIT, MM 20 (15-31) | 20(13-36) 0,179
cepaua; I'1 BTJDK, MM pr.cT. 19 (2-92) 22 (2-146) | 0,781
® CMepTh, CBSI3aHHAS C MPOrPECCHpOBa- 5
1men CH: Marmmenros ¢ 1 I['7] BTJDK, n (%) 18 (36,7) 100 (41,0) | 0,580
o MHBAIMIM3ALMSL WM CMEPTh BCIE/- MMarmuentos ¢ MP III/IV ct., n (%) 25 (51) 72 (29,5) 0,003
ctBue passutua OHMK ITarmenToB ¢ UK/, n (%) 2 (4,1) 7(2,9) 0,001
Komiectsennbie nokasarent ME | Harmentos ¢ OKC, n (%) 5(10,2) 1(0,4) <0,001
CIICAOBAHMA TPCACTABICHBL MEAMANOR (T enron ¢ MCD, n (%) 13(26,5) | 37(152) | 0,062
pa3maxoM, Ka4€CTBEHHBIC - 4YaCTOTaMU U u 2 2 2
npoueHTamy B rpynne. Cpasuenne konu- | lauenTos ¢ OHMK, n U 0 <0,001

YECTBCHHBIX IOKA3aTeNICH MPOBOIIIOCH
C TIOMOIIbIO KpuTepust MaHHA- YUTHH, Ka-
YECTBEHHBIX - 110 Kputepuo @uriepa. Ky-
MYJISITUBHAS! BBDKHBAEMOCTh CUHTAJIACh
no metoay Karmnan-Maiiepa. i MHOTO-
(hakTOpHOTO aHaAJIM3a HEONArOMPHUSTHBIX
KapINOBACKYJISIPHBIX UCXOJIOB UCIIOJIB30-
Bajiach HemapaMeTpuieckas Moselb Kok-
ca[10]. Ans ananu3a pa3IngHbIX HCXO/I0B
U (paKTOPOB, ACCOIIMMPOBAHHBIX C HUMH,
HCIONB30BAJICS aHAJIN3 KOHKYPEHTHBIX
PHUCKOB, B 4acTHOCTH Mojeib DaiiHa u

3neck u panee, I - pubpwwsiums npencepauii, CP - cuHyCOBBII pUTM,
XK/M - xenckuit/myxckot os1, BBU - BozpacT npu BKJIIOYEHHH B HcCCIIe-
nosanne HXXT - namkenynoukosast taxukapans, @K - ¢yHKIMOHANBHBIN
kiacc, CH - cepaeunas HenocrarouHocTb, DXoKI - axokapauorpadust, JII1
- neBoe npencepaue, OJIIT - oovem JIIT, IIIT - niomaas moBepxXHOCTH Tea,
KJP, KCP, K10, KCO - koHeuHbI€ CUCTOJMYECKUE U JUACTOIIMYECKUE Pa3-
Mmepsl 1 00bembl, JIXK - neBbiit xenynouek, @B - ¢paxuus BeiOpoca, | OB
- ®B<50%, TMIKII - TonmuHa MexokenynoukoBoii neperopoaku, I'J] BTJIDK
- TpaaueHT gasieHus B BoixogHoM Tpakte JOK, 1 TJ1 BTJDK - T BTJDK>
>30 MM pt.cT., MP - mutpansnas peryprutanus, UK/ - ummiantupyemsrit
kapanoseprep-nepudprmntsTop, IKC - anexrpokapauocrumyisitop, MCO -
MHOCENTIKTOMHUS.
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HOJYYEHHBIE PE3YJIBTATBI

ITpn ncxomHoMm 00cIeIOBaHUM CpPEIU MAIMEHTOB,
BKJIFOYCHHBIX B mccienoBanue, y 49 (16,7%) BwisaBneHa
@II, B ToM ymcne, mapokcu3ManbHasg - y 30 U OCTOSH-
Has ¢popma - y 19 narmentoB. CpaBHEHNE KyMYJISATHBHOM
BBDKMBAEMOCTH TpyImn nanueHTos ¢ CP u mapokcusmais-
HOHM wmnm mocTossHHOU (opmamu @II mokasanm, 4To ma-
nueHTs! ¢ @I HezaBucumo ot popmer OIT nmenn Gomee
BBICOKHH PUCK KapAHOBACKYISAPHBIX coObITHIT (p<0,001),
geM manueHTsl ¢ CP. 5-1eTHAS GeccoOBITHIHAS KyMYyJIs-
THUBHAsI BBDKMBAEMOCTh B HMCCIIEIYEMOH KOTOPTE COCTa-
Bmia 88,9% (84,0-94,1%). Jlns BeIABICHHS (HAKTOPOB,
aCCOIMMPOBAHHBIX C HEOIATOMPUATHBIMU COOBITHAMU U
MCXOAaMH OBIIN MPOaHATU3UPOBAHBI KIMHUKO-JEMOTpa-
(udeckne U CTPYKTYpPHO-(PyHKIMOHAIBHBIC MOKA3aATEIN
y manueHToB ¢ CP u mHammumem @II, moxydeHHbIe TTPH
HUCXOAHOM o0OciienoBanuu (Tadm. 1).

BBIABIEHBI CTATUCTHYECKH 3HAYUMBIE PA3IWYHA B
KIIMHUYECKUX XapaKTePUCTUKAX MEXIy ABYyMS IpyNmaMu
nareHToB. Y manueHToB ¢ OIT game (p<0,001) BcTpeua-
Tuch Oonee Tshxensle GpyHKroHansHbIe Kiaccsl (PK) CH,
game (p=0,001) peructprupoBany 3MU30IBI HAIKETYI0U-
KOBBIX TaXUKAPJUH MPH XOJITEPOBCKOM MOHUTOPUPOBAHIH
OKT, uem y manmentos ¢ CP. [Tpu DxoKI BeIsIBICHO, 9TO
nareHTs! ¢ @I umenu 3HagmMo Oombime pazmepsr JITT
u OJIT/IIIT (p<0,001), 6onee Beipaxennyro (III-1V) cre-
MeHb MUTpaNbHOH peryprutannu (p=0,003) o cpaBHEHHIO
¢ marmrenTamu ¢ CP. [Tarmentam ¢ @11 game npoBoanIHCh
BBICOKOTEXHOJIOTHYHBIC METOJBI JICUCHNUS], TAKHE KAK NM-
IUTaHTAIMsI  Kapaunoseprepa-aedudpmmiatopa (p=0,001)
WA SJIeKTpokapanoctumynaropa (p<0,001), wem mamu-
earam ¢ CP. Tompko cpemu marmienToB ¢ @II BEIABISAIN
OHMK (p<0,001).

MHoro(paKTOpHBIA PETPECCHOHHBINA aHAJIN3 BBISBHII,
gro @Il sBnsieTcs HE3aBUCUMBIM (aKTOPOM pHCKa Kap-
JMOBACKYIISIPHBIX coObIThil 1 ncxonos (OP 3,78; 95% U

1,39-10,25, p=0,009), cmepTu ot mporpeccupoanus XCH
(OP 7,17, 95% AN 1,69-30,31, p=0,007) u wHBaIHIU-
3anuu U cmeptu ot OHMK (OP 170,64; 95%U 10,46-
2784,88, p<0,001). Accommanuu ®II ¢ pazsutuem BCC B
uccienyemoit koropre nauuentoB ¢ ' KMII BrisiBieHO He
0bU10. MHOTO(MAKTOPHBINA aHAJIN3 MOKA3all, YTO C PUCKOM
BCC accouunpyercst nannuue snuzogos HXXT (OP 11,31;
95% 11 1,24-103,46, p=0,03), a Taxxe nokaszarensr OJIIT/
IIIIT (OP 1,03; 95% AN 1-1,07, p=0,05), HO HE HanU4KE
@I (tabm. 2). Ha puc. 1 nokazana HauOoOJbIIast BEPOST-
HocTh pazsutust BCC B TeueHue 5-eTHero HaOoIeHUs.

IIpu MHOTO(AKTOPHOM aHAIIN3E HE3aBUCUMBIMU (haK-
TOpamMy HEOJIArOMPHUATHOTO UCXO/A OT MPOrPECCHPOBAHUS
XCH 4BnsuuCh CleAyrolMe XapaKTepUCTHKU: CTapIIuil
Bo3pact (OP 1,09; 95% /1 1,01-1,18, p=0,02); OJITI/TIIIT
(OP 1,08; 95%11 1-1,17, p=0,05 Ha emuHuIy u3Mepe-
uus); CIJIA (OP 1,05; 95%/U1 1,02-1,09, p=0,003) u
nammuue OI1 (OP 7,67; 95%JU 1,74-34,09, p=0,008). Ot-
HOIIIEHHE PUCKOB 0T mporpeccupoBanus XCH y myxunn
OBLIO CHIDKCHO O cpaBHEHUIO ¢ keHmmHamu (OP 0,12;
95%JU1 0,03-0,54, p=0,05). Ha puc. 1 nokazano, 4to na-
ueHThl ¢ I nMenn Hanbosee BBICOKHIA PUCK JIETATIBHOTO
ucxona ot nporpeccupoBanusi XCH 3a 6oree jymurenbHbIT
nepuo]] HaOroneHus (B TeueHue 10 et u 6onee). Takum
00pa3oM, CIMHCTBEHHBIM M HauOOJIee 3HAYMMBIM HE3aBU-
CUMBIM (DaKTOPOM pHCKAa HEONArOMPHUSITHOTO HCXONA OT
OHMK siBnsiercs nanuune OI1 (OP 95,77; 95% AU 3,52
-2603,52, p=0,007).

OBCYXKIEHHUE ITOJYYEHHBIX
PE3YJIbTATOB

Ha ceropusimnmii 1eHb NPOBENEHO HE3HAUUTEIBHOE
KOJIMYECTBO WCCIICIOBAaHUI, MOCBSAIICHHBIX IPOTHOCTH-
yeckoi ponu @I y naumenros ¢ ['KMII, npu atom ananu-
3UPOBATHCH HEOOIBIIHE BRIOOPKH MalneHTOB. [10 TaHHBIM
uccnenoBanns B.I.Maron ¢ coast. ®II Oplta BeIABICHA Y
27,1% mnarmmentoB ¢ I'KMII, 9To yKkaspBaeT Ha TO, YTO

Taonuua 2.

Mnozoghakmopnwtii ananuz pucka HeOnAZONPUAMHBIX UCX0008 U cOObvimuil y nayuenmos ¢ ' KMIT

Kapmuosackymsapusie | Bresamnas cepaeunas | CmepTs oT mporpec- WHBanuauszanus u
TlokazaTens COOBITHS M MCXO/IbI CMEpTh cupoBanus XCH cmepts o OHMK

OP (95%11) p OP (95%/11) p OP (95%/111) p OP (95%/11) p
BBU, ner (0,96}1,03) 0,828 (0,902’_917,01) 0,150 (1,011’?19,18) 0,027 (0’905’_919’03) 0,560
Hom: MPK (0,415’—122,81 N (0,6?122,12) 0130 (0,003’-102,54) 0:006 (0,45131?,94) 0290
OJITI/IIIT (0,918’?12, 05) 0,308 (111?37) 0,053 (111% 7) 0,049 (0,807’-915, 04) 0,240
TEABTIDK (0,919’? 11,02) 0,448 (0,919’? 11,02) 0,530 (0,919{) 12,04) 0,140 (0,9()'3"—9 19,03) 0,560
CATIA (0,919,? 11,03) 0,391 (0,917’? 11,05) 0,600 (1,012{) 15,09) 0,003 (0,902’—9 17,02) 0,260
Hamnumne HXXT (0’52‘2_2’3) 0,068 (1,63131?,75) 0,010 (0,115’—186,88) 0,880 (0,107’?241) 0,850
Hamrane I (1,43113,04) 0-008 (0,1097-627,29) 0520 (1,7?12109) 0-008 (3,529-;%7()73,52) 0:007

rae, OP - otHomeHue puckos, /U - noseputensHbiil uHTepBanCIJIA - cucroanueckoe 1aBleHue B JETOYHON apTepuu
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OII siBAsieTcs TOBOJIBLHO PAaCpPOCTPAHEHHBIM OCJIOKHEHHU-
em 'KMII [7]. Bonee Toro coo0mianock, 4To SKEroaHast
cmeptHOCTh o npuuuHe I'KMII cocrasnsina 1,7% u uro
OII acconMupoBanoCh C MOBBIIMIEHHBIM PUCKOM KapHO-
BaCKYJISIpDHOW CMEPTH, B TOM YHCIIE CMEPTH OT BBhIPakeH-
Hori XCH u OHMK [6].

B namewm wuccnenoBanuu DIl BcTpeuanocs y 49
(16,7%) u3 293 nmanuentos ¢ 'KMII. B uccnemyemoii ko-
ropTe TofoBasi KapJHOBacKyIspHas JEeTaJbHOCTh COCTaB-
nsna 0,85%; S-netHsist 6eccoObITHIHAS KyMY/ISITUBHAS BBI-
JKUBAEMOCTh coctaBisiia 88,9% (84,0-94,1%), mpu 3tom,
nanueHTsl ¢ HannureM OI1 umenu Gonee BHICOKHIA PHCK
KapJMOBACKYJISIPHBIX COOBITHH U ncxonoB (p<0,001), yem
narueHtsl ¢ CP HezaBucumo ot dopmber OII (mapokcus-
MaJibHasl WK mocTosiHHas) (p>0,05).

B psine uccnenoBanuii ObUIO TOKa3aHO, 4TO HAJM-
yue OII y nanmentoB ¢ I'KMII accoumupyertcst ¢ BbIco-
KUM PHUCKOM JIETAJIbHBIX UCXOJOB OT MPOrPEeCcCUPOBAHUS,
HO HE CBSI3aHO C PHUCKOM Pa3BUTHsI KapIHOBACKYISPHON
cmeptHoctd 1 BCC [16]. B Hamem uccrnenoBaHuu pe-
3yJABTAaTBl MHOTO(AKTOPHOTO BBISIBIIIN accormaiuio OI1
C PUCKOM KapJHOBACKYJISIPHBIX COObITHI u mucxonos (OP
3,78; 95% U1 1,39-10,25, p=0,009), ¢ puckoMm pa3BUTHs
netajbpHOro ncxosa ot nporpeccuposanus XCH (OP 7,17,
95% N 1,69-30,31, p=0,007) 1 puckoM HHBaIUIU3AUN
u cmept or OHMK (OP 170,64; 95%1 10,46-2784,88,
p<0,001). Accoruanus ®I1 ¢ BCC BbIsiBiIcHA HE ObLIa, YTO
MOATBEPKAaeTCsA JaHHBIMU M IPYyTUX HccieaoBanuii [17].
B Hamiem uccienoBaHUM MHOTO(AKTOPHBIA aHAIH3 HE
noarepant, uro OIT sBiseTCS HE3aBUCUMBIM MPETUKTO-
pom BCC. Accormanus ®IT u BCC tpebyer naipHenero
M3y4YeHus Ha OonbInX Koroprax nanuentos ¢ ['KMII.

[ToBbIllIEHHOE BHUMaHUE B paHee MPOBEICHHBIX HC-
cnenoBaHuax yaensuioch OXoKI' mokasarensm, accoruu-
POBaHHBIM C PHCKOM Pa3BUTHsI HEOIATONPHSITHBIX UCXOIO0B
y nanueHToB ¢ ®II, Takum kak auamerp JII1, odcTpykims
BTJDK, makcumanbras ToamuHa ctenku JOK, KIJT JIK.
B uccnenosanun S.Nitri et al. ObUIO MOKA3aHO, YTO BKJIIO-
yenue nuamerpa JIII B MHOroakTopHBIN aHann3 MO3BO-
JisieT 00JIee TOYHO OIICHUTH MPOTHOCTHUYCCKYO poiib DIy
nauuentoB ¢ [KMII [18]. BeisiBneno, uto aunaranus JIIT
SIBIISICTCSI JIOTIONTHUTEIILHBIM (DAKTOPOM PHCKA JICTAILHOTO
ucxona ot nporpeccuporanus XCH u OHMK.

B ornuune oT 9TUX MCCleOBaHUN HAMU BBISIBJICHO,
yro nokaszaress OJITI/IIIT moxker ObITH OoJiee HATEKHBIM
MPEIUKTOPOM HEOIArompHUsTHBIX MCXOMOB, YeM CTaHIap-
THO u3MmepsemMbiii auametp JIII. B Hamem uccrnenoBanuu
BbIsiBIIcHa accoumarms mokaszarenss OJIII/IIIT ¢ Beico-
KM PHCKOM JIETAJIbHOTO HCXO0Ja OT MPOTrpeCcCHUpOBaHUS
XCH (OP 1,08; 95%/11 1-1,17, p=0,05 ) u ot BCC (OP
1,03; 95% AU 1-1,07, p=0,05). Accormaruss OJITI/TIIIT ¢
puckom BCC Obinia nokaszana v B paHee NPOBEACHHOM HC-
cnepoBannu T.Tani et al. [19]. Onnako accormaruu OJITT/
MIIT ¢ pazBuTHeM HebIaronpuaTHeIX ncxonoB or OHMK
BBISBIICHO HE OBLIO, YTO, MO-BUAUMOMY, CBSI3aHO C OOJIb-
mieit gactotoit UM 6e3 neTanbHOro NCXoa B UCCIIETyeMO
koropte nmanuenton ¢ ['KMIT.

B naHHOM mccie[0BaHUE MHOTO(AKTOPHBIA aHATH3
MOKAa3all, YTO HE3aBUCUMBIMH (PaKTOPAMHU PUCKA, aCCOLUU-
POBaHHBIMU C JIETAJIBHBIM UCXOJIOM OT MPOIPECCUPOBAHUS
XCH napsiny ¢ @IT u OJITV/IIIIT, siBnsiroTest Takxke: BO3-
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pact (OP 1,09; 95% AU 1,05-1,18, p=0,03), sxeHCKUIT 11O
(OP 0,12; 95%/U1 0,03-0,54, p=0,006 ), BbICOKHUIT ypOBEHb
CJIJIA (OP 1,05; 95%U 1,02-1,09, p=0,003). YBenuue-
nue OJIIIIIT u CIJIA paccmaTpuBaroOTCs Kak Mokasa-
TeJIb BEIPAKEHHOCTH INACTONNYECKON ANCHYHKIINHU, KOTO-
pas y narentoB ¢ ' KMII acconnupyercst ¢ HOBBIIIEHHBIM
PHCKOM HeOnaronpusTHeIX uexonos [20].

B namem wuccienoBaHuM MHOTO(AKTOPHBIA aHa-
U3 mokasai, 4to Tosubko DIl sBiserca He3aBUCHUMBIM
¢dakropom pucka (OP 170,64; 95%J1 10,46-2784,88,
p<0,001) pasButus OHMK, B TOM uuncie ¢ jeraib-
HBIM HCXOJOM. BakHO OTMETHTH, UTO PUCK Pa3BUTHUSA
OHMK OBl cormocTaBuM y THalMEHTOB C MOCTOSHHOW
n mapokcusmanbHoit popmamu OPII. [Tocnennue espo-
neickne peKoOMeHJaluy 1Mo MPOoQHUIAKTUKE UHCYIbTa Y
nanueHToB ¢ @I yka3pIBaloT Ha MPUMEHEHHE MOJIX0a,
OCHOBaHHOTO Ha (hakTOpax pHCKa WMHCYJIbTa IO MIKaye
CHA2DS2-VASc nns nanueHToB ¢ HeknamaHHoi PII.
B mxane CHA2DS2-VASc yunThIBaloTCs Takue Xapak-
TepUCTUKH, Kak Hanuuue BeipaxkeHHol XCH, aprepu-
aJbHOU T'MIEPTEH3UH, caxapHoro nuadera, MHCYJIbTa B
aHamHe3e (PHMCK yIIBauBaeTCsl), COCYAMCTOTo 3aboneBa-
Husl, Bo3pacta 65-74 roma m Bo3pacTta crapiie 75 Jer
(puck ynBamBaeTtcs), xeHckoro nona [21]. Tak kak ma-
nuentsl TKMII ¢ BbicokuM puckom paszsutus OHMK
UMEIOT 0oJiee MOJIOZOW BO3pacT MO CPABHEHHUIO C OC-
TaJIbHBIMU MOMYJSAUSMU, OHU HE BOIILJIU B KIMHUYECKOE
UCCIIeJIOBAHNUE 110 TPOPUIAKTHKE TPOMOOIMOOTMUECKIX
OCIIO)KHEHUH, U ucnosb3oBath mkany CHA2DS2-VASc
IS TIojicueTa pucka uHcynbTa y nanueHtoB ¢ [ KMIT He
pexomenayetcs. COIIacHO MOCIEJHUM pPEKOMEHIaIu-
sIM, C YU4ETOM BBICOKOH 4aCTOTBI HHCYJIBTOB Y AI[UEHTOB
¢ 'KMII ne3aBucumo ot dopmber OII (mapoxcusmanb-
HOH WJIM MOCTOSIHHOW) PEeKOMEHyeTCsl Ha3HaueHHe Ie-
pOpaNbHBIX aHTUKOATYJSIHTOB [22].

Takum o0pa3om, B Hamieil KOropre MalUeHTOB C
I'KMII ®II Berpeuanacs ¢ gactoroit 16,7% u accounupo-
BaJIaCh C BEICOKMM PUCKOM KapAHOBACKYJISIPHBIX COOBITHI
U UCXOJ0B, cMepTH oT nporpeccupoBanns XCH u HeOna-
ronpusitTHeiMu ucxomamu o1 OHMK (uHBanugu3zanus u
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coovimusn y nayuenmos I'KMII ¢ xo0e onumenvnozo
Habnwoenus.
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cMepTh) HezaBucumo oT (opmbel OII (mapoxkcusmainbHas
i nocrosianast) y 17 uz 49 (34,7%) naunenrtos. Tem He
MEHee, IPU CBOEBPEMEHHOM INPUMEHEHHH NepOpajbHON

AQHTUKOAryJITHTHOW Tepamuu, y ocTaybHbIX 32 (65,3%)
nauuenToB ¢ @I Ha GoHe MPOBOIUMOI Teparuu TeueHne
3a0o0JieBaHusl ObUIO OJIArONPHATHBIM.
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[IPOTHOCTUYECKA 51 3HAUMMOCTh ®UBPUJUIALIMA TIPEJICEPIUNA Y TIALIMEHTOB
C TMIIEPTPO®UYECKOI KAPJITMOMUOITATUEN
C.M.Komuccaposa, U.b.Yecmunosa, T.B.Cespyk, T.T.Iesopxan, O.B.Kpacvko

C 1enpio OLEHKH MPOTHOCTUYECKOU ponu ¢pubpumsinuu npeacepaunit (PI1) u dpakTopos pucka, accoiu-
HPOBAaHHBIX C Pa3BUTHEM HEOJIATONPUSITHBIX HCXOJOB Yy MAIMEHTOB C THIEPTpodHUUECKO KapIuoMuonaTuen
(I'KMII) ¢ oktsa6ps 2001 mo oktsa0ps 2013 roma obciemoBanbl 293 manuentoB (188 myxuun u 105 xeHIITHH)
B Bo3pacte oT 17 mo 68 jmer Meamana Bo3pacta 47 net, kBaptunu 34-52 roga). Menuana IJIUTEIbHOCTH Ha-
Onronenus cocraBmiua 4,2+2,8 net. [lanueHTH HE BKIOYAINCH B UCCIEIOBAaHNE, €CclIM OHH: 1) OBIIN B BO3pacTe
miaame 16 met; 2) ObLIM B KOHEYHOW «IHJIATAIlMOHHOW» cTaauu 3a00JieBaHMs;, 3) MEepEeHEeCIn OCTPOe Hapy-
meHue Mo3roBoro kpopoobOpamenus (OHMK) 1o BkitodeHus B uccienoBanue. Bce mamueHTsl, BKIIOUYEHHBIS
B MCClIeJIOBaHMe, OBIIN pa3feseHbl Ha 2 rpynnbl: ¢ HannuueM OII (mapokxcu3marnbHas U MOCTOsHHAS (HOPMBI)
(n=49) u ee orcyrctBueM @Il (n=244). Cumnromarndeckue nanueHTsl ¢ ' KMII npunumanu 6eta-aapenodmno-
kaTopsl (88%), anTaroHucTs Kanbiug (2%), aHTarOHUCTHI penentopoB anruorensuna Il (53,5%), uHrudéuTOPHI

BECTHUK APUTMOIJIOI'NH, Ne 78, 2014



30

AHTHOTCH3UHIIpeBpamarIiero gepmenta (23,5%), Bepommnupon (48,5%), Bappapun (20%). beccumnTomHubie
nanueHTs (8,9%) He NMpUHUMalN HUKAKUX IpernaparosB.

3a nepuop HaOmonenus y 25 (8,5%) nanueHToB ObUIM 3aperuCTPUPOBAHbI HEOIArONPHUATHBIE HCXOABI U COOBI-
Tus: BHe3amHas cepaeunas cmepts (BCC) paspunack y 6 manuentos, BCC ¢ ycneniHoi peaHuMaryieli 1 MMILUTaHTaIuen
KapauoBepTepa-aepuoOpuiuIATOpa - y 4 ManyueHToB, JeTallbHbIE NCXOJbl BCIEICTBUE MPOTPECCUPOBAHMS XPOHHUYECKON
cepaeunoit Henoctarounoctu (XCH) 10 «koHeuHOM» cramuu 3aboneBanus - y 7 nanueatoB, OHMK - y 8 marueHTos,
B TOM YHCJIE C JICTAJILHBIM MCXOIOM - y 2 manueHTtoB. [00Bas KapAnoBacKysipHast JIETAILHOCTh BO BCeil KOropre co-
craBmwia 0,85%. MHOrohakTOpHBINH PerpecCHOHHBIN aHamu3 BeisiBUI, yTo DI1 sBisieTcss He3aBUCHMBIM (DAKTOPOM pUCKa
KapJHOBaCKYJISIpHBIX coObITHH 1 ncxonos (OP 3,78; 95%J11 1,39-10,25, p=0,009), cmeptu ot nporpeccuposanuss XCH
(OP 7,17, 95% U 1,69-30,31, p=0,007), uapanunusamuu u cmepta ot OHMK (OP 170,64; 95%J11 10,46-2784,88,
p<0,001). Acconmarmu @II ¢ pazsutuem BCC B uccienyemoii koropre nanueHToB ¢ ' KMII BeisiBiicHO He 0bUTO. Takum
o0pasom, B Hareit koropre manueHToB ¢ [’ KMIT ®I1 BcTpedanack ¢ yactoroii 16,7% U acCOIMUPOBATACEH C BRICOKUM PHC-
KOM Kap/IHOBAaCKYJISIPHBIX COOBITHI M NCXOJI0B, CMEPTH OT nporpeccupoBanus XCH 1 HeOnaronpusTHeIMU HCXOIaMH OT
OHMK (uHBanuanzanms u cMepTh) HezaBrucuMo oT popmbl OIT (mapokcusmanbsHas wiu noctossHHas) y 17 u3 49 (34,7%)
nanyeHToB. Tem He MeHee, IPH CBOEBPEMEHHOM IIPUMEHEHUH NepOPaIbHON aHTUKOArYJITHTHON TePaIkt, Y OCTaJIbHBIX
32 (65,3%) manuentor ¢ OII Ha GpoHE MPOBOTUMOIT TEpaTUK TCUCHHUE 3a00IeBaHUS OBLIO OJIATONMPUSTHBIM.

PROGNOSTIC VALUE OF ATRIAL FIBRILLATION IN PATIENTS WITH HYPERTROPHIC CARDIOMYOPATHY
S.M. Komissarova, 1.B. Ustinova, T.V. Sevruk, T.T. Gevorkyan, O.V. Krasko

To study the prognostic value of atrial fibrillation (AF) and risk factors associated with adverse outcome in patients
with hypertrophic cardiomyopathy (HCM), 293 patients (188 men and 105 women) aged 17 68 years (median: 47 years;
quartiles: 34 and 52 years) were assessed in October 2001 through October 2013. The follow-up period lasted for 4.2+2.8
years. The patients were excluded from the study if they (1) were under 16 years of age; (2) had the terminal “dilated”
stage of the disease; (3) had a history of stroke. The study subjects were distributed into two following groups: patients
with AF (paroxysmal and permanent AF) (n=49) and patients without AF (n=244). Symptomatic patients with HCM re-
ceived [ blockers (88%), calcium channel blockers (2%), antagonists of receptors to angiotensin II (53.5%), angiotensin
converting enzyme inhibitors (23.5%), spironolactone (48.5%), and warfarin (20%). Asymptomatic subjects (8.9%) did
not receive medical treatment.

During the follow-up period, adverse outcomes and events were documented in 25 patients (8.5%), including sud-
den cardiac death (SCD) in 6 patients, 4 patients resuscitated after SCD with subsequent implantation of implantable
cardioverter-defibrillator (ICD), death due to chronic heart failure (CHF) progression to the terminal stage in 7 patients,
and stroke in 8 patients (including 2 lethal outcomes). The annual cardiovascular mortality in the cohort was 0.85%.
Multifactor regression analysis showed that AF is an independent risk factor of cardiovascular events and outcomes (OR:
3.78; 95% CI: 1.39 10.25; p=0.009), death due to CHF progression (OR: 7.17; 95% CI: 1.69 30.31; p=0.007), and dis-
ability and death because of stroke (OR: 170.64; 95% CI: 10.46 2,784.88; p<0.001). No association of AF with SCD was
revealed in the study cohort of patients with HCM.

Thus, in the study cohort of patients with HCM, AF occurred in 16.7% of subjects and was associated with a higher
risk of cardiovascular events and outcomes, death due to CHF progression, and adverse outcome of stroke (disability
and death) irrespective of the AF type (paroxysmal or permanent AF) in 17 of 49 subjects (34.7%). Nevertheless, at the
background of appropriate oral anticoagulant therapy, the favorable clinical outcome of other 32 patients (65.3%) was
achieved.
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