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BHE3AITHASL CEPIIEYHASI CMEPTD
Y HAIIMEHTOB C INJATALIMOHHOM KAPANOMMUOIIATUEN
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'rey3 Camapckull obnacmmHoli KnuHudYeckul kapouonoaudecKkull ducrnaHcep
’reoy Brio Camapckutl eocydapcmeeHHbili MeOuUUHCKUl yHusepcumem MuH3dpasa P®

B o0630pe 00cyKaaoTcsa HaKOIJIEHHBIE K HACTOANIEMY BPEMEHW HaydHble JaHHBIE O
JUJIATAIIMOHHON Kap[IMOMUOTIATHI: IPUYUHHbIE (DAKTOPBI, KINHUYECKUE TPOSIBJIEHU, pACCMATPUBA-
ercs BHesanHasa cepueunas cmeprb (BCC) y mamuenTtoB ¢ maHubiM 3abo/eBaHHEM U €€ DUCK-
crpatudukaius B cBeTe HalmonaibHbIX peKOMEHIANNIN 110 OIIPe/eJIeHHIO PUCKA U TTPODUIAKTUKE
BHe3anHol cepjaeunoit cmeptu (2012 71). IlpeacraBien KIWMHWUYECKUI ciydail manueHTa C
IUJIATAIMOHHON KapAUOMUOINATHell U IMPOBENEeHHbIMU C I[€JbI0 NPOMUIAKTUKU BHE3AMHO
CeplIeYHO CMEPTH JiedeOHBIMU MEPOITPUSITUSIMU.

Kniouesvie cnosa: nunatalmoHHasi KapAHMOMUONATHUS,
crpatudukanus pucka, npoduaakruka BCC.

BHe3alTHAgd cepjedyHas CMepTb,

SUDDEN CARDIAC DEATH IN PATIENTS WITH DILATED CARDIOMYOPATHY
Duplyakov D.V,, Kondratyeva 1.V.,, Garkina S.V.

The review discusses accumulated to date scientific data on dilated cardiomyopathy: causative
factors, clinical manifestations, sudden cardiac death in patients with the disease and its risk-stratifi-
cation in the light of National guidelines on the definition of risk and prevention of sudden cardiac
death (2012). A case of a patient with dilated cardiomyopathy and high-risk of sudden cardiac death

is presented.

Key words: dilated cardiomyopathy, sudden cardiac death, risk stratification, prevention of sudden

cardiac death.

Onpenenenne nousarusa. Knaccudpukanmus.

CorylacHO COBpPEMEHHBIM IIPe/ICTABJIEHUSIM,
JIKMII — rpymnma 3abo/eBannii, (heHOTUITIYECKH
00beIMHEHHBIX HAIMYMEM JUIATAIlUU U HapyIIe-
HUS CUCTOJIMYECKON (PYHKIIMH JIEBOTO KEJTyl104-
Ka, KOTOPbIe Pa3BUBAIOTCS He BCJIEACTBHE TEMO/IH-
HaMUYECKOW meperpy3ku (13-3a MOpPOKa WU TH-
MEPTOHMK) U He BCJIEACTBHE HIEMUYECKOR 0O0-
sesnu cepana (MBC). Jlunataius mpaBoro KeJry-
JIOUKA TaKKe MOYKET BBISIBJISITHCS, HO ATO He SBJIS-
etcst nuarHoctuyeckuM kputepuem JKMII [1].
Beiensiior cemetinyio popmy ¢ uzsecmnoi myma-
yuel u cemetnyro Gopmy ¢ Heu38eCmHviM Munom
mymayuu.Cpenn HeceMeWHbBIX (OPM  BBIIEJSIIOT
JIKMII BcaepctBre MuokapanuTta, 6ose3nb Kasa-
caku, JITKMII, acconmmmpoBanHyio ¢ OepeMeH-
HOCTBI0, 9HA0KpuHHbIE [[KMII, ankorombhyto, Ta-

xukapanTudeckyio dopmbl, JKMII BeaencTsue
YpPe3MEPHOTO yIoTpebJIeHusT ceieHa, KapHUTHHA,
THaMMUHA U T.II.

Amuaemuosiorust 3abosnesanus. Kinnuuec-
KUe MPOSIBJIEHUsI.

3aboseBaemocts JJKMII usydena nemocratod-
Ho xopoiro. B CIITA ona cocraiisiet 36,5 ciydaeB
ra 100,000 sxureneit (1:2700) [2]. IIpu aTom vac-
TOTa TeHeTHdeckn nerepmuHupoBannoii JJKMII
cocrasJsier 6osee 25% [3, 5].

OcHOBHOE KJIMHUYECKOE TPOsiBJIeHUE 3a001e-
BaHUSI — CUHJPOM XPOHMYECKOU cepjiedyHoil He-
nocratrounoctn (XCH), mumeroreir yarie Heyk-
JIOHHO TPOrpeccUupylonuii xapakrep. ApUTMHH,
TPoMGOIMOOJIHM, BHE3AIHASI CepleYHasi CMEPTh
(BCC) moryT BcTpeuaTbest Ha 1060M cpoke 3a60-
JieBaHus. BeimenepeyncieHHble TPOSBIECHUS 3a-
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GosieBaHMsT OOYCJIOBJIMBAIOT IIJIOXOM IMPOTHO3 Y
ranmenTos ¢ JIKMII. Tak, MeuaHa BIKBaeMOC-
TH, 10 HEKOTOPBIM JTAaHHBIM, ITPU TIOCTAHOBKE /M-
arHosa coctasiger 2 roga [6]. CmeptHOCTH OT
naHHOW matosiornu yBesunuuBaetcsa ot 0,10 mo
1,16 ma 10 000 cpenu Mmy>kuuH B Bo3pacTte oT 35-39
10 55-57 net [7]. [Ipu atom Ha posro BCC mpuxo-
mutcst 20% caydaeB cmeptu |8, 9]. BCC penko
CITY’KUT TIEPBBIM MPOSIBJIEHNEM 3a00JIeBaHuUs, Ya-
e BCTpedaeTcss y MallMeHTOB C IMpHU3HAKAMU
mporpeccupyioiiero tedenust sabosepanus [10].

KenynoukoBble apuTMHU y NaIUEHTOB C
JAKMII

B 6osbimHcTBe ciryvaes k anuzogam BCC mpu
JIKMII nipuBoadT Ku3HeyrposKaronme Keaymaod-
koBble aputmuu (JKA), ybe BO3HMKHOBEHUE Ha-
TIPSIMY CBSI3aHO C Ay TOMMMYHHBIMU MEXaHU3MaMU
[11-14]. Hanpumep, anturtena mporuB Na-K-
AT®-a3pr 06a1aI0T apUTMOTEHHBIM 3(h(hEKTOM,
npuBosiuM K BCC y HEKOTOPHIX GOJBHBIX €
JIKMII [13]. Beino Takske 1mokasaHo, 4TO JHC-
(yHKIMS KaJableBbIX KaHAIOB L-Tuma Koppesn-
pyer ¢ dacroroii JKA [15]. Xiao u coaBTt. 06Hapy-
KUJIM ayTOAHTHUTENAa K KaJblIMEBBIM KaHaJaM
L-tuma y 60osbHbx ¢ JJKMII, a Ha KUBOTHBIX MO-
JEJISIX MU OBLIO TIPOIEMOHCTPUPOBAHO, UTO JIAH-
HbIe aHTUTEJIA BBI3BIBAIOT YJIMHEHNE TOTEHIIHAIa
NefCTBUSA U B UTOTE TIPUBOIAT K JKEJTyTOYKOBOMA
taxukapauu [16]. B Gosee mosmiem mncciemoBa-
HUU OBLJIO TIOKA3aHO, YTO HAJINYNE ayTOAHTUTEI K
KaJIbIIMEBBIM KaHajJaM L-Tuma y OOJbHBIX ¢
JIKMII asasgetcs npenuktopom BCC [14].

Cewmeiinas JIKMII u reneTnueckuii aHams

CeMeilHblil aHaMHe3 3a00J1eBaHus [I0Ka3blBaeT,
YTO TeHeTudeckre (haKTOPbI BJAUSIOT HA 3THOJIO-
THI0 W TaToreHe3 3abosieBaHus. leHeTnueckue
(bakTOPBI MOTYT OBITH TIO/IEJIEHHbBI HA 2 KATETOPHHL:
NPUYMHHAS TeHHash MyTal[isi MOHOT€HHOTO 3a00-
JieBaHusT U OOJIE3Hb-aCCOINMNPOBAHHBIN TeHHBIN
OIMMOPGhU3M, YIACTBYIOTINI B TTATOT€HE3€ MY JTh-
TrdarkropraibHoro sabosesanus [17].

Idtuonorusi  cemerinoir  Gopmer  JIKMII
ocTaBasiach HeBBIICHEHHOU BIIOTH 10 1993 roma,
KoT/1a OblJIa BBISIBJIEHA MY TaIl¥sI B TeHe TUCTPOdU-
Ha (DMD) B ciyuae ¢ X-crienjieHHbIM HacJIe/[0Ba-
Huem /IKMII [18]. B nacrosinee BpemMst HACYUTHI-
Baetcst Gosiee 20 reHOB, KOAUPYIOMNX OEIKH cap-
KOMepa, KJIETOUHOTO $I/Ipa, HOHHBIX KaHAJIOB, (hak-
TOPOB TPAHCKPUIINHU, ANCTPODUH-CBI3AHHOTO
IIUTOCKEJIETHOTO KOMIIJIEKCA, MyTalliu B KOTOPBIX
orBeTcTBeHHDBI 3a pazsutue JJKMII [19, 20]. Ta-

KM 00pasom, rpyiina 60sbHbIX cemeiitoit JIKMII
JIOCTATOYHO reTeporeHHa 10 MepBUYHOMY Te€HHO-
my gedexty [19, 21]. YesoBHO reHeTndeckn obyc-
gossiernyo hopmy [IKMIT otHOCAT K «1TUTOCKE-
sgetonatuam» [22]. OTaesbHOro BHUMaHUSA 3aCLy-
xuBaer mytarusg B LMNA-rene, kommpyioriem
TUTT AJTaMWHA — CTPYKTYPHOTO 3JIeMEHTa BHYT-
peHHell sijepHOit MeMOpanbl. JlanHas MyTaius
SBJISI€TCS] IPUYUHHON MyTarueit y 4-8% naruen-
ToB ¢ cemeitnoit JIKMII [2] u acconmmuposana c
BoicokuM puckom BCC [23].

Kpurepuem cemeitroit Gopmbr 3ab0s1€BaHst
SIBJISIETCSI HAJIMYHE B CEMbE JIBYX U Ooiee OOTbHBIX
¢ upuonarndeckoit JJKMIT [2, 19]. Cemeiinas
(bopma 3ab60s1€BaHUST MOKET TAK/Ke MPEITOIaraTh-
Csl TIPU HAJIMYUU CJIyYaeB BHE3AIMHON Cep/eYHON
cMepTH B Bo3pacte 10 35 jieT/3ab0/ieBaHus TIPo-
BOJISAIIIEN CUCTEMbI Cep/llla,/CKeJeTHON MUOIIATUM
B ceMellHOM aHaMHese.

YuuTepiBasg MpenmMyInecTBEHHO ayTOCOMHO-/I0-
MWHAHTHBIA TUT HacjenoBanus [2] nmpu cemeii-
ot JIKMII (80-90% ciyuaeB), 1esnecoobpasHo
o6cyieIoBaTh POJCTBEHHUKOB TEPBOIl JIMHUT
poacTBa, OCOOEHHO B CJIydae 3JI0KA4eCTBEHHOTO
teuenus [JKMII, u npu Hasmmyuy aToIoru4ecko-
ro peHOTHIIA, TIO3BOJISAIONIETO 3aI10/I03PUTh IeHe-
Tryeckyto myTaruio (myTtanuu B reHax TAZ, DES,
DMD) [23]. CrangapTHbiii HaOOp METOIUK TPH
00CJIeIOBAaHUY BKJIIOYAET CEMENHBIN aHAMHE3 He
MeHee TpeX TOKOJIeHWN (C OIeHKOU cJydaeB
XCH, AKMII, rpancmranTaiun cepiia, BCC,
HapyIIeHu cepieYHOr0 PUTMa U TTPOBOIUMOCTH,
MHCYJIBTa WK JAPYTUX TPOMOOIMOOIMYECKUX OC-
JIO)KHEHUIT), a Takke (PUBUKATBbHBIM OCMOTD,
anextpokapauorpaduio (IKI), axokapauorpa-
uto (Ix0-KI'), XosarepoBckoe MOHUTOPUPOBA-
are DKI (XM-IKT) B ciayuae BCC npobana.

B GosbininHCTBE CaIy4aeB, My TaIlMOHHBIN CKPHU-
HUHT npobanjga obJyagaeT HU3KOU 2hdeKTrB-
Hoctbio (Meree 20% 1pu usoauposannoi JJKMII
6e3 COMyTCTBYIOIIETO TTOPAKEHUST CKEJIETHOM MyC-
Kkysaatypsi). [To nanHbIM JIUTEpaTyphbI, CYIIECTBY-
10T pa3Hble MHEHUS O BpeMeHU Hauajia CKpUHUHTA
POACTBEHHUKOB  TpobaHAa MepBOA  JIMHUU
pozcTBa. CorsacHo epBoii TOUKe 3peHus, ceMeii-
nast JJKMII — 3abosieBaHue, POSIBIISIONIEECS BO
B3POCJIOM BO3pacTe, II0ITOMY He MMeeT CMBbICJa
CKPUHMHT IIOJIPOCTKOB U JIeTeld, /laske ecJu Ipo-
GaH[ IMeJT TPOSIBIeHUST 3a00/I€BaHUS B IETCKOM U
IIOJIPOCTKOBOM Bo3pacte. /laHHoe mpe/osoxe-
HUe 00YCIOBJIEHO CIIEAYIONMMHI IUdPaMu: B BO3-
pacte martenTa 10 20 et KInHIIecKue posiBe-
HUs 3a00JIeBaHIS MOKHO 0OHapykuTh y 10% ma-
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1enToB, ot 20 1o 30 jet —y 34%, ot 30 no 40 et
—y 60%, nocie 40 jetr —y 90% [21]. Bropast Tou-
Ka 3PEHUsT COBITAJIAeT ¢ MHEHNEM pabodeil TPyIIIbI
Eporeiickoro o01ectBa KapanoJaoroB mo 3abo-
JIEBAHUSIM MUOKap/a u mepukapaa. CreruaancTsl
PEKOMEHIYIOT HaYMHATh CKPUHUHT POJICTBEHHU-
KOB ITpo0aH/1a mepBoil IMHUU POJCTBA B JIETCTBE U
MTPOBOINTD BIIOCTEICTBUN Kask/bie 1-2 Tosa B BO3-
pactroii rpytie ot 10 1o 20 Jet, kaxabie 2-5 jieT
— B Bo3pacTHoii rpytiie nocse 20 jseT. CKpuHUHT-
MOKeT ObITh IIPEKpalileH B BO3pacTHOM rpyiie 50-
60 Jiet, Tak KakK K JaHHOMY BO3pacTy 3a00JieBaHue
MPOSIBJISIETCST TIPAKTHYECKU Y BCEX HOCHUTEJel
MIPUYUHHON MyTanuu (10JIHAS TEHETPAHTHOCTD ).
Jlns crpatudukanum prucka BO3HUKHOBEHUS
aputmuii ipu JIKMII mMoryT ncniosib3oBarbest Ta-
KIe TapaMmeTpbl, Kak (pakius BbIOPOCA JIEBOTO
xenynouka (OB JIK), nannume HeycToiunBoit
xemxynoukoBoit Taxukapann (JKT) mo manubIM
24-gacoBoro XM IKI [24]. Tak, pe3ysbraThl nc-
cJIe/IOBaHU MTOKa3a/H, uTo y nanuerToB ¢ JIKMIIT
n OB JIJK menee 30%, anm30/7-HEYCTONUNBOI
/KT, puck BO3HUKHOBEHUSI apUTMUII BO3pacTaeT
BOCBMUKPATHO B CPAaBHEHWM C TPYIIIION TMallleH-
toB ¢ JIKMII, @B JI)K 60see 30% u oTrcyTcTBHEM
veycroitunBoit JKT. /Ipyrue uccienyembie mapa-
MeTpbl (bapopedieKTOpHast 4yBCTBUTEIBHOCTD,
anprepraiust 3yornos T Ha IOKT) He mokasasm
koppessiuio ¢ aputmueit nipu JJKMIIT [25, 26].
Kpome TOTO, C BBICOKOI 9acTOTOW CMEpPTH OT
Bcex mpuunH 1 BCC/JKT y narmenTos ¢ JIKMII
KOPpEJUPYET BbISBJICHUE TPU3HAKOB (Hubpo3sa
MUOKap/ia 10 JAaHHBIM MarHUTHO-Pe30HAHCHOI
tomorpacduu (MPT) cepania [27].
[Ipexpamennoe gocpouno uccienoanne CAT,
B kotopoe Ha MK]I-Tepanuio ObLIN paHIOMU3NU-
posambl manuerTs ¢ JJKMII u OB amke 30%, mo-
KasaJjo 2-JeTHUN ypoBeHb cMepTHOCTH 8%, n 4-
getanii — 20% [28]. UccaenoBane DEFINITE, B
KOTOPO€e OBLIN BKJIIOYEHBI TTAIIMEHTHI ¢ HEUIIIEMU-
yeckoil kaguomuonarueit, @B JIJK menee 36% u
YaCTBIMHU  JKEJTY/OYKOBBIMU 3KCTPACUCTOJIAMU
(FK3) mmu meycroitausoii KT, mokaszano ciemy-
IONIe Pe3yJIbTaThl: 2-eTHUH YPOBEHb CMEPTHOC-
T coctaBua 7,9% na UK/I-tepanuu n 14,1% — na
cranziaptHoil Tepanuu [29]. Cpeau nmanueHToB ¢
XCH neumnieMu4eckoil 9THOJOTUN B UCCJE0BA-
nun SCD-HeFT 5-metHuit ypoBeHb cMePTHOCTH
B rpyme nampenToB ¢ UK/[-Tepanueii 6b11 paBeH
21%, B Tpyme mwiaebo — 28% [30].
[To marHBIM TIPOBEIEHHBIX UCCIIEIOBAHNI, CPe-
[N TIAITMEHTOB, KOTOPBIM MMIIJIAHTUPOBAJINA Kap-
moseprep-aedudpumsgrop (K) ¢ menbio mep-

BuuHoit npodusnaktukn BCC, ypoBeHb cmepT-
HOCTU OKasaJscsl BbIllle B IIepPBbIe JiBa T0/la IOCIe
VMMILJIAHTAIUN YCTPONCTBA B CPaBHEHWU C TaIl-
eHramu, KoTopbiM K/l ObLT MMITAHTHPOBaH C
1esbio BropuyHoit mpodwmmaktuku [31, 32]. Bor-
SABJICHHBI (DaKT MOXKeT ObITh OOYCJIOBJIEH TEM,
YTO TAIMEHTBI, KOTOPBIM uMIIanTupyercs MK/L
¢ 1espio iepBuyuHoOl mpoduaaktkun BCC, MmoryT
OBITH OTHECEHBI K TPYIINe MAIHEHTOB BBICOKOTO
pHCKa, acCOIMMPOBaHHON ¢ Gosee HU3KOiI DB u
BBICOKUM (dyHKIMOHATbHBIM Kyaccom (DK)
XCH no NYHA [32].

Puck-crpatudukamus

Jlns onpenenenns pucka passutus BCC Heob-
XOJIIMO, TIPEsKIIEe BCETO, TIOJTHOE TIPEICTABIEHNE O
kamHu4YeckoM rpoduiie maruenTa ¢ JIKMII: Bepo-
atHag atuonorug [IKMII (cemeiinas/Hecemeii-
Has), mAaBHOCTH 3aboseBanmsi, K XCH mo
NYHA, axokapauorpaduueckue napamerpst (DB,
pasMephl TOJIOCTEN). YUYUTHIBAS, YTO BEAYIUM
kanHudeckuMm npossiaennem JKMII saBasercsa
XCH, MOXHO cumTaTh HasHaueHHE aJ[€KBaTHOM
Me/IMKaMeHTO3HON Teparunu, perjaMeHTUpPOBaH-
Hoe HarmonanpupiMu PekoMenanusMu 1o jauar-
HocTuKe u jiedernio X CH, BaskHbIM MepOTIpUATH-
eM 10 cTpaTudUKallui pUcka U MpoduIaKTUKe
BCC y nanHoil kKareropuu nareHToB.

[Toxxomawr k crpatudukaruu pucka BCC y ma-
nrentoB ¢ JIKMII He otsimuaioTcst OT MpuMeHsie-
MBIX TIPU CTPATU(MUKAINNKT PUCKA y MAIMEHTOB C
XCH wnenmemuyeckoro rtenesa. [Ipu JKMII
kpaiine Boicoknii puck BCC accorumpoBan ¢ my-
taruamu B rene LMNA.

Pexomenaanuu no npopunakruke BCC [1].

Knace I

1. AnexBaTHOe MeIMKAMEHTO3HOE JieuyeHUe
XCH cornacuo tekymmm HarmonanbabiM Peko-
MeHnanusaMm 1o gedennto X CH [87], Bkitovatoriee
obsi3aTesbHOE HazHavyeHue (TIPU OTCYTCTBUH MTPO-
THUBOIOKa3aHUI U T0O0OYHBIX 3(hdeKkToB) Oera-
6s0kaTOpoB (A), mAIID (A), aHTarOHMCTOB aJIb-
nocrepona (A).

2. B nensax sropuunoii npodunakrukn BCC
NK/I-tepanusa pexoMeHOBaHA TAI[ME€HTaM, BBI
sxuBimM nocie MK nam remomHaMyecKu Hec-
tabuibHoil JKT (ocHoBHBIE (haKTOPBI PUCKaA), KO-
TOpbIE He OBLIN CBSI3aHbI ¢ 00PATUMBIMU ITPUYNHA-
MU 1 KOTOPBIE TIOJIYYal0T MOCTOSTHHYIO ONTHMAJIb-
HYI0O MeJIMKaMEeHTO3HYIOTepanuio, MMeT XOpo-
Uil HyHKIIMOHAIBHBINA CTaTyC 1 O1aronpusiTHBII
IIPOTHO3 BBIKMBAHKS B TedeHue rojga u 6osee (A).
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3.B nensx nepsuunoit npodpunaktukun BCC
NK/I-Tepamnmus pekoMeH/10BaHa MallieHTaM C Hen-
IMeMUYeCKUMU  3a00JI€BAaHUSIME  CEPJITA, UMEI0-
M DB JIK menee 35% (ocHOBHOI (hakTOp pric-
ka), XCH II-III @K o knaccudukarmn NYHA,
TTOJTYYafOTIIUM TTOCTOSTHHYIO ONITUMAJIBHYIO JIeKap-
CTBEHHYIO Tepamnuio, ¢ XOPOmmM (HYHKITHOHAIb-
HBIM CTAaTyCOM U HUMEIOIUM OJIATONPUSTHBIN
IIPOTHO3 BIKUBAHK B TedeHue rojga u bosee (A).

4. Y nmanmentos ¢ KT (ocHoBHOIT hakTOp puc-
Ka) 110 MEXaHU3MY Te-entry 1o HOKKaM Irydka [u-
ca (bundlebranchreentry), Bepudunmposantoii B
xozte aH0D DU 110Ka3aHO MpOBeEIeHNEe KaTeTep-
Hoit absstim TTHIIT (C).

5. ComyTcTBylomasi Tepanusi aMHOJapOHOM,
COTAJIOJIOM B BUJIE MOHOTEPATTNY WJIA B COUYETAHUN
¢ B-aapeHo6JIoOKATOPpAMK C IEJIBI0 YMEHBIEHMsI
cumntoMoB JKT (kak ycToiunMBOH, Tak U Heyc-
TOWUMBOW) PEKOMEH/IOBaHA TAIllMEeHTaM C WMII-
mantupoBanabiMu K/[, momyyatonmm Tepanuio
o ooty JIKMII (C).

6. AMUOIapOH MTOKa3aH MalueHTaM ¢ TeJTbIo Jie-
yeHus reMognHamMudecku 3HadnuMbix KT n HIKT
(ocHoBHbIe akTopsl pucka BCC) B ciyuae, ecan
Kap/InOBepCust /WM KOPPEKIUsS MPUYNH BO3-
HUKHOBEHUS apUTMUN HE CMOIJIM YCTPAHUTh WJIN
MPeAOTBPaTUTh ee paHnHuil peruauB (B).

Knace 11a

1. B nemnsax nepsuunoit npopuraxktukun BCC
WK/I-repanust, KoMOMHUPOBaHHAs ¢ OWBEHTPU-
kyaspruoit IKC, nokazana marmuentam ¢ JIKMIT u
XCH III-IV ©K 1o NYHA (ocHoBHOIi (hakTOp
pUCKa), MOJYYAIONIUM ONTUMAJBHYIO JeKap-
CTBEHHYIO TepaIuio, Y KOTOPBIX JJINTETHHOCTH
komiiekca QRS na hone cunycoBoro purma mpe-
BoiaeT 120 Mc, KOTOpbie UMEIOT GJIATONPUATHBII
IIPOTHO3 BBIKMBaHMS B TeyeHune roga u boee (B).

2.K/I-Teparus mokasaHa MamueHTaM ¢ peru-
auBHpYIOIIeireMoarHamMmdecku ctabuphoin KT
(ocHOBHOI (haKTOp pHCKa), HESHAUUTETHLHO CHU-
xkenHoit @B JIJK, mosryyaomum onTruMaibHOE Jie-
yerne 1o ooy JIKMII ¢ xopommm dyHKIMO-
HAJIBHBIM CTaTyCOM W UMEIOIUM OJIarONpPUSATHbIN
IIPOTHO3 BbIKKMBaHUs B Tederue rozga u 6oee (C).

3. bBusenrpukysspuas IKC 06e3 byHKIun
VK] nenecoobpasna st npenorspaiiennss BCC
y narmentoB ¢ JIKMIT u XCH III-IV @K no
kinaccudukaru NYHA, @B JIJK menee 35% (oc-
HOBHOI (pakTOp PHUCKA), JINTETHHOCTHIO KOMII-
gexkcoB QRS 160 mc (nsm 1o menbieir mepe 120
MC IIPY HAJIMYUU JPYTUX TIPU3HAKOB ACHHXPOHHO-
TO COKpAIEHU JKeJTy0UKOB), TIOJYyYAIOIINX 1TOC-
TOSTHHYIO ONTHUMAJTbHYIO JIeKapCTBEHHYIO Tepa-

M0, ¥ UMEIOIUX OJIarOTPUSATHBIN MTPOTHO3 BBI-
JKUBaHUS B TedeHue roja u 6osee (B).

Kunacc ITb

1. AMuomapon u/mau 6eta-0JI0KaTOPbI MOTYT
OBITH Ha3HAYEHBI TTAIINEHTaM ¢ OCHOBHBIMU U BTO-
poctenierHbiMu (hakTopamu prucka BCC, mosyya-
IOIMM ONTUMajbHOe JiedeHne 1o moBoxy XCH,
KOTOPBIM HEBO3MOKHO UMILTanTupoBath MK/I.

2. B nenax nepsuyHoii npodunaktukn BCC
W K/I-reparust MOKeT 00CYKAATHCS Y TMAIEHTOB
¢ IKMII, nmeromux @B JIXK ot 30 1o 35% (oc-
HoBHoit ¢aktop pucka BCC), XCH I ®K mno
kinaccuduranun NYHA, nosydaionux mocTosH-
HYI0 ONTUMAJIBHYIO JIEKAPCTBEHHYIO TEPAITHio, C
XOpoIuM (PYHKIIMOHAJIBHBIM CTaTyCOM U MMETO-
MUX GJIATONPUSTHBIN MPOTHO3 BBIKUBAHUS B Te-
yenwue roga u bosee (B).

Kmacc I11

1. Hasznauenwne nipemmaparos 1C knacca piis Jie-
yenus JKA (ocnoBuoli ¢daxrop pucka BCC) me
pexkomenayetcs y nainenToB ¢ XCH (A).

2. UK/I-Tepanusg He mokaszaHa TallieHTaM C
pedpakreproit XCH, y KOTOPBIX MaJOBEPOSITHO
JIOCTHKEHNE KOMIIEHCAIlMU W OJIaronpusiTHOTO
nporHo3a (A).

B 3akstouenure nmpuBOJMM OTNMCAHUE KJIWHU-
YECKOTO CIyuast, MJIIOCTPUPYIONIETO MPOSTBJICHUS
ocHOBHBIX cuHapomoB npu JIKMII: 6uBenTpuky-
asapuoit XCH, TpoM609MO0IMYeCKOro, BOSHUKHO-
BEHUe HapYIIeHUI pUTMa 1 ITPOBOIMMOCTH.

Knunnueckuii ciydaii

[Mauuent K., 34 roxa, 6bL1 rocnuraan3upoBaH
B Camapckuii 06JacTHONW KIMHUYECKUN Kapauo-
gornveckuii aucnancep (COKK/]) B oxrsibpe
2012 1. ¢ xamobaMu Ha BBIPAKEHHYIO CJIa0OCTbh,
OJIBIIIIKY B IIOKOE, YCUJIMBAIOUIYIOCS B BEPTUKAJIb-
HOM ITOJIOKEHUH, KPATKOBPEMEHHBIE MTU30/IbI T10-
Tepu co3HaHus. VI3 anHaMHe3a U3BECTHO, UTO B Te-
yenue 5 jet crpazgan JIKMII, conyrerByiorieii ma-
POKCH3MaIbHON (hubpuIsnueil mpeacepanii. B
30 JsteT mepenec OCTpoe HapyllieHWe MO3TOBOTO
kpoBooOpatienuss (OHMK) u amGosuio mpaBoit
nosikoJieHHol aprepun. 1lo pesysbratam KopoHa-
porpacduu, nposesennoii B 2010 r. — kopoHapHbIe
aprepun Ge3 mopaskeHus. B Teuenwe ABYX JieT
HabJronaanch mapokcusmbl Heyctoitunpoii JKT. C
nesbio npopunakruku BCC B 2012 r. 6bL1 uMII-
martuposad UK/I. IToctostrro ipuHuMast Gucor-
POJIOJT, CIUPOHOJIAKTOH, MUTOKCUH, TOPACEMUJ,
sHamanpui. lleprognyeckn oTmedas OABIIIKY
[PU Harpyske — yOBICTPEHUU TeMIia XOabObl. 3a
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MECSIII /IO TIOCTYIIJIEHNS CTajla HAapacTaTh OJIbIIIKA,
MOSIBUJICST CYXO# Kalllesib, 3aTeM KPOBOXapKaHbe,
nepeHec HeCKOJIbKO 9MM30/10B TTOTEPU CO3HAHUSI.
[Ipu moctymienun obiiee COCTOsIHIE OBLIO Tsi-
JKEJTBIM, aKpOIMAaHO3, OTEKW TOJieHeH, bIXaHue
ocabiieHo, B HUJKHUX OT/IEIax JIETKUX KPernTa-
s, yactora apixanust (Y/1) 30-32/muH, akieHT
2-ro ToHa B 30He Jerounoii aprepuu (JIA). Hacto-
ta cepaeunbix cokpamennii (HCC), aprepuaiib-
noe nasyenne (AJl) cocTaBigiu cOOTBETCTBEHHO
106 yn/mun u 75/50 MM pT.CT. YuuTbIBast Ts-
’KeCTh COCTOSIHUS, TTAlMEHT OBLI TOCIUTAIU3UPO-
BaH B OT/IeJIEHNE peaHnuMaluu. YpoBensb /l-n1ume-
pa npu nocryniennn B COKK/ — 8,83 nr/ma
(nopma 110 0,5), ocTaybHbIE TTOKa3aTe N OMOXUMU-
YeCKOTO aHaJIn3a KPOBHU, YPOBEHb TPOIIOHUHA, 06-
MIEKJINHIYECKUI aHau3 Mo4r Oblin B HopMe. Ha
IKT peructpupoBajcss CUHYCOBBI PUTM, TaxH-
kapaus g0 115 B mun. Beimoneno IxoKI (OB
26%, K/IIP JIK — 75, KCP JIK — 63 mm, muddys-
Hasl TUTIOKWHe3us, faBienne B JIA — 59 MM pr.cT.).
[TpoBeneno siedeHue: MOCTOSTHHO WMHTAJSITUST YB-
JIAKHEHHOTO KHUCJIOPO/Ia Yepe3 HOCOBOI KaTeTep,
renapun 5000 E/l B/B ¢ niocenyioreii B/B uHdy-
sueit 25 000 E/l B Teuenune 24 yacos, nedrpuak-
coH 1 MJI B/B, GUCOIIPOJIOJ 5 MT, alleTUICAIAIIN-
soBast kucyora 100 mr, qurokcus 0,125 mr, crimpo-
nosiakton 100 mr, Topacemu 10 mr, Bapdapun 5
Mmr, (pypocemui 4 Mt B/B, ipefinn3os0H 60 MT B/B,
nobyramu 250 MI B/B Kall IOCTOSIHHO, JIEBOCHU-
MeHgan 12,5 Mr B/B KaneibHO, (hoHIATTAPUHYKC
2,5 mr. CocrogHue mnaiueHTa CTaOUIN3UPOBa-
JIOCh, OBLI IIepeBe/leH B KapAUOJIOTHUeCKoe OT/Ie-
JieHne, OTKJII0UYeHa MHOTPOITHAS TIOJIIEPKKA, K Jie-
YyeHuio pobaBjieH JeTpajeKkc, nBabpaguH, oMera
MOJIMHEHACHIIIIEHHbIE JKUPHBbIE KUCJIOTHI, KapHU-
THH, MeKcuaoJ1, rentpalt. [Iposexen OxoKI-kont-
poJib ocHOBHBIX Tokazateseil (DB — 34% K/IP
JIJK - 72, KCP JIJK — 61 mMm, nasienue B JIA — 54
MM PT.CT.), BBITIOJTHEHO YJIBTPAa3BYKOBOE JOTITLIIE-
POBCKO€E CKaHMPOBaHUe aprepuil Gpaxuoriedab-
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JajibHelilliee M3ydyeHue JaHHOU IMaTOJIOTUM Ha
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