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PesioMe

Mponanc MuTpanbHoro knanaxa (MMK) — BpoOXAEHHbIN MOPOK CepALA, AOCTAaTOYHO PacnpOCTPaHeHHbIN B nonyasaumm (2-8%). OH peaKo nMeeT oc-
NOHEHUA, OAHAKO OHU CEPbLE3HbI M BKNKOYAT BHe3anHyo cepaeyHyto cmeptb (BCC), puck kotopoii npu MMK Bospacraet ¢ 0,2-0,4% cnyyaes B 4Ba
pasa. Mpu 3ToM yauje nornbaoT MONOAbIE XEeHLMHbI Ha pOHe NONHOrO 340poBbA. [laHHas paboTa aBnseTca 0630poM mMTepaTypsl 0 cBasn MMK 1
BCC ans BbifaBAeHMA BO3MOXHbIX NpegnkTopos BCCy naynenTos c [TMK v onpeaenenuns rpynn pucka. CaenaH BbIBOA O TOM, 4TO CBA3b Mexay [TMK n
BCC peanusyeTcs Yepes pasBUTHE KMU3HEYTPOXKAIOLLMX KEYA0UKOBbIX apUTMUIA (KT, ®IK). BO3MOKHBIN apUTMOTeHHbIN O4ar, KOTOPbI MOXET 6bITb
BM3yasM3MpoOBaH C nomolbio MPT ¢ rafonnHmemM, oKannsyeTca B HUXHe6a3abHOM CTeHKe 1eBOro Xenyaouka. OnpegeneHa rpynna nalyuMeHToB
BbICOKOTO PMCKa: XeHLWMH Moogoro Bospacta ¢ MMK, Bkaovaowmm nopaxeHne AByx CTBOPOK KnanaHa, C BbiIBNIAEMbIM ayCKY/IbTaTUBHO Me30CU-
CTO/INYECKMM LLLENIYKOM U HecrneundpryecknMm nsmMeHeHnamu T BosiHbl B oTBeAeHusx I, 111, aVF, a TakxKe NOBbILEHHOW SKTONUYECKOM XKeNyA04KOBOM
aKTMBHOTbLIO. Takne 60/bHble HYXAaloTCA B 60/1ee aKTUBHOW Sle4ebHOM TaKTVKe B OTHOLLIEHU XeNyA04KOBbIX apUTMUIA, B TOM YMC/e AO/IKEH pac-
CMaTpMBaTLCA BOMPOC O XUPYPru4eCcKOM NeHeHNN.

Knroyesbie cnoBa: nponanc mumpansrozo knanana (IMK), sHesantas cepdeyras cmepms (BCC), susHeyzpoxarousue xenydoyKoBble apummuu

Abstract

Mitral valve prolapse (MVP) is a congenital heart disease, fairly widespread in the population (2-8%). It rarely has complications, but they are serious
and include sudden cardiac death (SCD), risk of which rises twofold from 0.2-0.4% cases by MVP. Most deaths are observed among young healthy
women. This work is a review of literature dedicated to connection between MVP and SCD designed to explore possible predicts of SCD within
patients suffering from MVP and to determine the subset of patients. A conclusion has been made that the connection between MVP and SCD is
realized through life-threatening ventricular arrhythmias (VT, VF). The most common site of arrhythmias origin is the inferobasal left ventricular wall.
A high-risk subset of patients is determined as young adult women with a midsystolic click at auscultation, bileaflet involvement of the mitral valve,
T-wave abnormalities on inferior leads (Il Ill, aVF) and frequent complex ventricular ectopic activity. Such patients require more intensive disease
management of ventricular arrhythmias including consideration of surgical treatment.
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BCC — Buesarnas ceppeanas cmeprs, MK/ — umMiantuposannsie kapauosepreppedpudpurnraropst, [IMK — rpoaaric MurpaabHoro kaarana
Qo

[Tponaric murpansroro kraarana (IIMK) — ar1o Bposk-
ACHHBIT TIOPOK CEPALTA, TIPU KOTOPOM BO BPEMS CHUCTO-
ABI TIPOUCXOAUT TTPOAAOUPOBAHKE CTBOPOK MUTPAABHO-
ro KAaraHa B A€BOe Tipepceppue. PacripocrpaneHHOCTD
TIMK B nonyasiiimy AOCTaTOMHO BEAMKA M COCTABASET
10 pa3HbIM AAHHBIM 0T 2 A0 8% [1]. 3ab6oaeBanue 06br4-
HO TIpOTEKaeT AOOPOKAYECTBEHHO M BOCIIPUHUMACTCS
MHOTUMU KapAMOAOTaMU KaK aHATOMUYECKas 0COOEH-
HOCTB, HE 3aCAyKUBaiolas ocoboro BuumManus (2, 3).

[To aaHHBIM AWTEpPATYpPbl, OCAOKHEHUs BO3HUKAIOT
ACVICTBUTEABHO PEAKO, HO OHU AOCTATOYHO CEePbE3HbL:
HapyIIeHUs pUTMa CepAlia (B TOM YMCAE JKEAYAOIKOBAsI
OKCTPACUCTOAUS Y JKEAYAOUYKOBAs TaXUKAPAUSI), TPOM-
60oMGoAUM, UHPEKITUOHHBIN SHAOKAPAUT U, HAKOHEL,
BuesanHas ceppeanasn cmeptsb (BCC) [6, 10]. [Tocaeprsis
Berpedaercs B 0,2-0,4% cayaaes [4], oaHaKo 110 AQHHBIM
pazubix aBropos rpu Harrmaun [IMK pruck BCC B cpas-
HEHUU C OOIIEN MOMyAIIINEN BO3PacTaeT B ABa pasa
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[4, 8]. CornacHo HEKOTOPHIM UCCAEAOBAHUSM Jallle BCe-
ro Berpedatorcsa caydau rubean or BCC MOAOABIX sKeH-
IIMH Ha OHE TOAHOTO 3A0POBbs [6, 7).

[eabto paHHOI paGoOTEI SIBASIETCSI 0030p AUTEPATYPDI O
ceasu [IMK u BCC anst BBIABACHMSA BO3MOYKHBIX IIpC-
ankropo BCC y marnentos ¢ IIMK u ornpeaeaeHms
IPYIII pUCKA.

OpHUM 13 HamMOOAEE AKTYaAbHbBIX MCCACAOBAHUI SIB-
astercst pabora Narayanan K., koropsiii ¢ KoareramMmu B
2015r. mopsea uroru 12-aretHero HabAIOACHUS 38 OOAb-
ubimu ¢ BCC B CITIA, mrrar Operow [5]. W3 729 caygaaes
BCC mnponaric MUTparbHOrO KAaraHa Kak eAMHCTBEH-
Hasd BO3MOKHAA Hpu4mHa ObIA BbLABACH B 17 cayuasx
(2,3%). ITpu arom [TMK yMepeHHOM U TSKEAON cTerte-
Hu ObIA BeistBACH B 10 cayaasx (58,8%). boabubie ¢ [IMK
KaK epAMHCTBEHHOM BOo3MoykHOM mprranHoin BCC oran-
YaAUCh OT BeexX Apyrux ymepriux or BCC: 6p1an MoAO-
ke (cpepnrnit Bozpacr 60,9 aer nporus 69,7; p= 0,02),
UMEAU MEHbBIIIee KOAMYEeCTBO (PAKTOPOB PUCKA CEPALH-
HO-COCYAMCTBIX 3a0oneBanuit (caxapHbiil pnader 5,9%
npotus 46,4%; p=0,001; aprepuanrpias rurepTeH3usa
41,2% nporus 78,9%; p=0,001) u pexe umean paree
ycranoBaerubit anarnod UBC (29,4% nporus 65,6%;

0<0,001) [5].

B nacrosiriee Bpems k dpaxropam pucka BCC y nmaruen-
0B ¢ [IMK oTHOCAT: TSKEAyIO CTeTieHb perypruTaliun,
camskenne OB AJK menee 50%, aunarario Al [1,2]
Opanako ectb parHbIe 0 THOeAU o1 BCC mpakTudeckn
6ECCUMIITOMHBIX ITAIJUEHTOB C HE3HAYUTEABHON peryp-
rurtaryeit u nopmaabHoit OB AJK [6].

Beposaruee Bcero npramaa BCC mpn IIMK — apwr-
MOICHHAf, 9TO JKU3HEYIPOKAIOLINE >KEAYAOIKOBBIC
HapyleHus: puTMa (skeaypodkosast taxukapavst, KT,
dubpurrsaua xeaypouxos, DIK) [1,9]. Mopdorormde-
CKYe M3MEHEeHMA KaartagHoro arrrapara mpu [IIMK o6b-
SICHSIOT TEMOAMHAMUIECKNE N3MEHEHNSI, HO TTATOTCHE3
SKEAYAOUKOBBIX apPUTMUI OCTAETCA HEACHBIM. MOXKHO
IIPEAITOAOKUTD, 9T0 Y 60AbHBIX ¢ [IMK 110 kakmm-tro
npuduHaM GOPMUPYETCA APUTMOTEHHAsA 30Ha B 00Aa-
CTU MANMUAASPHBIX MBI MUTPAABHOIO KAAIlaHa WA
crerku UK.

Ony6AMKOBaHO MCCACAOBAHIE, ITOKA3aBIIIEe, UTO Y Ia-
nueHtos ¢ [IMK wacrora >KeAypOvKOBBIX apUTMUI
BO3pacTacT P HAAMMUN 3HAYUMOM MHUTPANBHOU pe-
rypruraiuu (3-4 crernern) [8]. OpHako u rpu reMopu-
Hammieckn HeocroskHeHHOM [IMK y narjneHToB BbIAB-
ASIIOTCSL JKU3HEYTPOKAIOINE SKEAYAOIKOBBIC APUTMUMN.
B pa6otre Sriram et al. o panubM KanHuku Merio 3a
9 aer (c 2000 o 2009 rr.), GbIAM TIPOAHANNZNPOBAHBI
24 cayuaas BCC, xorpa ee mpudnHa 6bina HCOOBICHIMA,
B 10 caygasix m3 kotopbix (42%) epMHCTBEHHOM BO3-
moykHom nipuannont 0bia [IMK [7]. U3 uccaepoBanms
OBIAM MCKAIOYEHBI GOABHBIC CO 3HAYMMBIMU CTCHO3AMU
KOPOHAPHBIX aPTEPUll, BPOSKACHHBIMU AHOMAALISAMU

KOPOHAPHBIX apTePUil, KapAMOMUOIATHAMY, KaHHa-
AomaTUAMU (B TOM YHCAE 10 AQHHBIM TE€HETHIECKOrO
HCCAEAOBAHVIS), YBEAMMEHHBIM KOPPETMPOBAHHBIM HH-
repearoM QT (17 narmeHTaM 1IPOBEACHO MEHETITIECKOE
VICCAEAOBAHUE AT BBISIBACHIIST MyTAITUIT CHHAPOMOB YA~
annennoro uaTepsana QT), curppomom bpyrapa, apur-
MOICHHOI AMCIIAQ3UEH IIPABOTO SKEAYAOUKA, IACKTPO-
AUTHBIMU HAPYIIEHUAMU U HAPKOTUICCKUMU HHTOK-
CHUKAIUAMU/ACKAPCTBEHHBIMU  [1€PEAO3UPOBKaMu. 110
pe3yAbTATAM UCCACAOBAHIS MUTPAABHAS PETYPrUTALIN
B 54% (n=13) cayuaes Gbira 1 crenenu, B8 17%(n=4) —
2 creniean. M3 24 marmenros y 10(42%) riponrabuposa-
A 06e CTBOPKHM MUTPANBHOTO KAariaHa. A\aHHbIe GOAB-
HbIE OBIAM [TPEUMYITIeCTBEHHO skeHImHaMu (9 u3 10) u
B OTAMYHE OT KOHTpOAbHOMN rpymms! (6e3 IIMK), nme-
an Ha DKI' orpuniareasnsiit nan Apyxdasusiit 3yoer T
(77,8% B ocHOBHOM TpyIITie ¥ 29% B KOHTPOABHOM IPYII-
e, p=0,04). V Hux warie HaGAIOAANACH TIOBBIITIEHHAS
SKEAYAOUKOBasi aKrormyaeckass akrusHocth: KT (T u3
9 manuentok, (8%; 1 n3 10 B KOHTPOABHOW TpyIIIIe,
10%, p=0,006) 1 >KeAyAOIKOBAsI IKCTPACUCTOAMS, B TOM
YUCAE JKEAYAOUKOBas OUIreMHHUA. IAEKPOPU3MONOTU-
YEeCKOE KapPTUPOBAHUE I10KA3aA0, YTO apUTMOPEHHON
30HOM SIBASIAMICD TTIOIIEPEMEHHO 00AACTH HAITUAASIPHBIX
MBIIIII] ¥ BBIHOCSIIETO TPAKTA ACBOTO JKEAYAOUKA.

C nmaropu3MOAOrMYECKON TOYKM 3PCHUS MEXAHU3M
SKEAYAOYKOBBIX aputMuil y mnaruenTos ¢ [IMK n ne-
3HAYUTEABHOU MUTPAABHOWM pEryprutaliienl NAU ee
OTCYTCTBHEM AO ITOCACAHETO BPEMEHU HE HAXOAUA HC-
4epneiBatorero oopacuenus. B asrycre 2015 r. Basso
et al. [10] ornybAMKOBaAM AQHHbBIE, SIBASIIOIIMECS, 110
MHEHUIO aBTOPOB, KAIOYOM K ITOHUMAHUIO HE3aBUCU-
vont cesizu [IMK u BCC u pemMoHcTpupymoriuie, 910
I[IMK kak mpuanaa BCC BeaepcTBUE SKU3HEYTPOSKATO-
II[MX JKEAYAOIKOBBIX aPUTMUI HEAOOLIEHNBACTCS. Bhian
[IPOAHANN3POBAHBI AAHHBIE [TATOAOTOAHATOMUIECKIX
BekpbiTH 650 Aropert Moaoporo Bospacra (po 40 aer),
nioru6mx ot BCC B ceBepo-Bocroanon Mraann 3a rie-
puop ¢ 1982 no 2013 ropa. 43 manjpeHTa UMEAU €AVH-
CTBEHHOW TIAaTOAOTHMEN CO CTOPOHBI CEPACTHO-COCYAU-
cront cucrembl [IMK. Aarabie 60AbHBIE cOCTaBASIAM (%
Becex rorubinmx ¢ amaraozom BCC u 13% ot ymeprinx
skernud. V3 43 naruenToB 26 ObIAU SKEHITTUHAMU OT
19 ao 40 aer, cpeannit Bozpact 32 ropa. CMepTs yariie
BCCTO HACTYITMAA BO BPEMS OTABIXA MAM CHa. ABaAIlaTh
narmerTam (47%) rpu 5Ku3HU GbIA TOCTABAEH AMATHO3
[IMK, ripu aroM MurtpaspHas peryprurtanys Obina He-
snadnrensHon, y 18 (90%) nipu ayckyabranmm cepatia
BBICAYIITMBAACS MUTPAABHBIN IIEAY0K, 9 (21%) nipurn-
Manu 6eTa-appeHOOAOKATOPBI T10 TIOBOAY JKEAYAOIKOBbIX
napymieanit purma. [Ipu skn3an na IKI' BeraBaaavch
oTpuaTeAbHbI/ AByxasbiii 3yGer; T B oTBeACHMSX
[T, IIT, aVF u skeaypoukoBasi TaxMKapAUs ¢ KOMIIAEKCA-
mu 1o tuiry BITHIIL. ITo paHHBIM ayToIlCUK CTBOPKU
KAaraHa ObiAn yToALEeHb, yaauHeHsl, y 30 (70%) Gbiau
ropaxketbl 06e crBopku, y 13 (30%) — TOABKO 3apHssL.
WMarepecusiMu  ObIAM  PE3YABTATBI MHUKPOCKOIIMIL Y
38 marmenTos (88%) B Muokapae NK oGHapyskeH Tis1T-
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HUCTBIM 04aroppiil (prGpo3 Ha YPOBHE IAITUAASPHBIX
MBI 1 B HIDKHeOasarbHO! crenke AJK mop 3apHen
CTBOPKOM MUTPAABHOTO KAaraHa (puc. 1). B koHTpoab-
HO I'PYIIIIC ITOAOGHBIC M3MEHEHMA 0OHAPYKEHBI B 6,3%
cayuaes, P<0,001.

OAHOBPEMEHHO B MCCACAOBAHUE OBIAM  BKAIOUCHBI
30 marmenToB (cpepruit Bozpact 41 rop) ¢ ycraHoBAeH-
ubiM puartaozoM [IMK (1o 9xoKI) u skerypaoukoBbiMu
apurMusimu (1o paaHbM MouuTopupoBarus JKI' 1o
Xoarepy: opun narment ¢ DK, pBapars cempb narnmen-
ToB ¢ Heycrorausoin JKT n3 VK u pBoe — ¢ ycroiriu-
Boit). Kpurepnsamm MCKAIOMEHUS OBIAM: TTOPOKU TPEX-
CTBOPYATOTO KAQIIAHA, KapAMOMUOIATHH, 3HAINMast
MUTpPaAbHAS PErypruTariys, HeCTaOMAbHAs I'€MOANHA-
muka. Heycrorramsas JKT 6pina onipeaeaera Kak 3 u 60-
aee armsopa ¢ 1CC 6oaee 100 1 IPOAOAKHITEABHOCTHIO
meHee 30 ¢ B redenue 24 4. Y Bcex maijieHToB ObIA HOpP-
manbHbilt uHTEpBan QT (409-440 mc). V 21 narmenra
(710%) B MaTOAOTMYECKUI TIPOIIECC ObIAM BOBAECYEHBI
o6e crBopku NAJK. Beina niposepena MPT cepata ¢ ra-
poamtueM: y 25 (83%) odarv HAKOIIAEHUST TapOAMHUS
AOKaAM30BaAWCh Ha YPOBHE MANMUANIPHBIX MbIr] AJK,
B T.4. y 22 mnarueHtos (13%) — B HUKHEGA3aAbHOM
cermenre UK 110p 3apHEN CTBOPKOM MUTPAABHOTO KAA-
nana. B xonrpoasnoit rpyrte — B (%, p<0,01. Takum
06pa3oM, 06NACTU PACIIPEACACHNS TAAOANHIIS Y >KUBBIX
marmenToB ¢ [IMK u JKT nepexpoisatorcst ¢ pariona-
MU rokanusaruu pubposa y ymeprnx or BCC ¢ [IMK
KaK €AMHCTBEHHON CEPAEIHO-COCYAUCTON MaTOAOTUEH.
ApuTMOreHHast poAb 04aroB Gprbpo3a MOATBEPKAACTCS
mopdonorueit ;KT na IKI' u snexrpodusnonrormiecku-
MU MCCACAOBAHMAMI: KaK IIPABUAO, OYar IIPOUCXOXKAC-
HIIS JKEAYAOUKOBBIX aPUTMUN B ATUX CAYIAsIX HAXOANUT-
cs1 B Hknebasanpon crenke AK [7,10].

ITpyanba Gpubposa TOIHO HE YCTAHOBACHA. TO MOKET
OBITH PE3YABTAT ITOBBIIIIEHHOTO AABACHIISI HA XOPABI A
KOHTaKTHOE IIOBPEKACHHUE B PE3yAbTATE IIOIIEPEMEH-
HoTo TporabupoBaHysl cTBOpok B All 11 BosBparrienms
nx o6parno [11]. B atoGom cayaae, Basso et al. mokaszann,
49T0 MOP(HOAOTHUICCKIE M3MEHECHUSA B MUOKApAE TIPEA-
LIIECTBYIOT MaHU(ECTALINU JKU3HEYTPOKAIOIINX apuT-
vt 1 BCC, a smaumr, MPT ¢ rapoamnHreM MOKET MC-
ITOAB30BATHCA A CTPAaTUDUKALIN PUCKA Y ITAITUEHTOB,
YIPO’KaeMbIX 10 Pa3BUTHIO TAKMX OCAOKHeHUI. Kak
roKazano 910 nccaeposanue Basso [10] u pabora Sriram
et al. [7] x rpy1irie prcka MO>KHO OTHECTHU: JKEHITIH MO-
nroporo Bospacra ¢ IIMK| BkarouaommMm 1opaskeHue
ABYX CTBOPOK KAAITaHa, C BBIABASEMbBIM ayCKYABTATHBHO
ME30CUCTOAMYIECKUM IIIEAYKOM U HeCHenpuaecK-
vy usMeHenusmu T Boanbl B orsepenmsx 11, 111, aVF,
a TaKXXe IOBBIIIEHHON 3KTOIMUYIECKOU SKEAYAOIKOBOM
AKTUBHOTBIO, HCXOASAIIIEH TTOTICPEMEHHO M3 BBIHOCAIIIE-
ro Tpakra UK 1 06AacTH NAMANIPHBIX MBI (pHrC. 2).
ITpu HEGAATOTIPUATHOM TIPOTHO3E Y AAHHOW TPYIIITHI
ITaIMeHTOB MOKET PacCcMaTPUBATHCA OOAEE arpeccuB-
Hast AcueOHAs TAKTUKA, B TOM YHUCAE XUPYPTUICCKUE Me-
TOABI ACICHUA apUTMUIL.

B suBape 2016 r. Nordhues B.D. u coaBrops! orty6au-
KOBaAM MCCAGAOBAHUE, IIOCBSAIICHHOE BOIIPOCY PHUCKA
BCC npu TIMK [12]. Bbia 1mipoBeaeH peTpocIieKThB-
HBIN aHaAu3 AaHHBIX 18 786 marMeHToB 3a mepuop ¢
mionsa 1990 r. o cenrabpp 2014 r., KOTOPBIM I1POBO-
annock IxoKI. Tlarmenter 6piAn paspereHbl HA TPU
rpymer 60apHbIE ¢ [TMK, ipu KoTopoM mporabupyoT

Pucynox 1. Caesa: Mukcomamosno ymoaennas
3a0HAA CINBOPKA MUTPANBHOTO KAGTLANA W (h10PO3
HUIHCHEOA3ANLHOTL CITIeHKI 1eB0T0 JHCeAYD0UKA.
Cnpasa: puopos nanuaraproix mowuy [10].

Oxpacka: mpuapom no Leiidenraiiny. Yeeanuwenne *25.
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Pucynox 2. [7]: [1peduxmopu. BCC npu [IMK:
ITMK c so6reuennem deyx cmeopox kranana (A),
nsmenenns T eoanve 6 omeedenusx 11, I11, aVF (B),
YACTIAA JHCeAYD0UK0BAA IKIMONNUECKAA AKITUBHOCTILD.
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Tab6anya 1. Bempewaemocmy scerydourosulx napyuennii pumma, wacmoma umnianmayun KA w xoawwecmeo
CMEPMeAVHUT CAYHaes cpedu naynenmos no pegyrvmaman uccaedosanna Nordhues B.D. [12]

ITanuents c IMK IMTanuents c IIMK KonrpoasHasn

C ABYMsI IIpoAaGupy- | C OAHOW HpoAabupy- rpynnoa

IOMIMMU CTBOPKAMU 01IeM CTBOPKOM (6e3 IIMK) P

(n=5669) (n=5669) (n=5669)

Nmnaanranusa UKA, n (%) T (1,4) 70(1,2) 61 (1.1) 0.94
JKT, n (%) 179 (3,2) 123 (2,2) 95 (1.7) 0.86
DK /s3nmzopnt octanoBKH cepana, n (%) 54 (1,0) 65 (1,2) 55 (1.0) 0.26
CmepTs OT BCex npu4nH, n (%) 1188 (21,0) 1282 (22,6) 1404 (24.8) <0.01

obe cTBOpKN KhaaraHa, 6oapHble ¢ ITIMK ¢ opmoir mipo-
AabGMpPYyIONIeT CTBOPKONM M KOHTPOABHAs rpyrma 6e3
[IMK. Mesxpy marpeHTaMuy Tpex IpyI He ObIAO cra-
TUCTUYECKN 3HAYMMBIX PA3AMYUI 110 BO3PACTY, IIOAY,
WIMT, crenenu murpaabroit peryprurarun u OB AJK.
B rpymie manuenroB ¢ [IMK ¢ aByma npoaabupyio-
LIUMHU CTBOPKAMHU CPEAMHON BO3PACT IALIMEHTOB CO-
crasun 62,08 ner, 47% GOABHBIX OBIAM JKEHIT[UHAMIL.
[TareHTs! 9TOM IPYIIIBI OTAMYAANCH MEHBIIINM KOAU-
YECTBOM COITYTCTBYIOIIUX 3a00A€BAHUI B CPABHEHUM C
rpymion narpenTos ¢ [IMK ¢ oproit poaabupyrorrien
CTBOPKOI, HO GOABIIIMM — B CPABHEHUU C KOHTPOABHOM
rpyriioit. MccaepoBarean OCIMTaA, 9TO ITO HE OTPa3-
WUTCH HA CTaTUCTUYECKON AOCTOBEPHOCTH PE3YABTATOB.
A0 yKazaHHOTO TepHOAA HAOAIOACHMS KOAUYECTBO I1a-
LIMEHTOB C YK€ MMIINaHTHPOBAHHBIMU KapAMOBEPTEP-
aebubpunrnsropamu (MKA) man nepenécinux KT u
@O3K/smmzopamu BCC cocrasasino 1-3% B pazHbIX rpyri-
I1ax, OAHaKo 66110 6oabliie B rpyrre 6oapHbix ¢ IIMK ¢
BOBACUEHIEM ABYX cTBOPOK. MccaepoBarean cpaBHUAM
IPYIIIIBI AIIIEHTOB 110 TPEM [TOKA3aTEASIM: 9aCTOTa Pa3-
BUBIIINXCS JKEAYAOUKOBBIX HAPYIIICHUI PUTMA, YaCTOTA
nmiaaaTanun VMK, KoamaecTBo cMepTEeABHBIX CAYIaeB
OT BCex Ipu4anH. Pe3yAbraTsl IIpeACTaBACHBI B TaOAMIIE
(raba. 1)

V Goabubix ¢ IIMK ¢ BoBAeweHMEM ABYX CTBOPOK KAQ-
[aHa 9allle Pa3sBUBAAMCH >KEAYAOUKOBBIC HAPYIICHUA
purma (7KT), opHako Mexpy rpyriaMu GOABHBIX HE
ObINO YCTAHOBAEHO CTATUCTUYECKU 3HAYUMON PA3HULIbI
B dacrore mmrnanrarmun VKA u qncnae cMepTeAbHbIX
cAydaes or Beex rpuiani. Harporus, otu rokasarean
OKazanuch HKe B rpyre rmanueHTos ¢ [IMK ¢ apymsa
[1POAAGUPYIOIIUMIU CTBOPKAMU.

ABTOpPBI TOIBITAAMCH OOBACHUTH KKYIIYIOCS HENO-
I'MYHOCTb BBIBOAOB BO3MOKHBIMU PA3AUYMAMU B ITOKa-
sanmsax K IxoKI' y marmeHToB (10poKy MUTParbHOIO
kaarana, 7K, mopoku TpexcrBopuaToro Kaarana, Kap-
AMOMETaAUS, apTePUAaAbHAS TUITEPTEH3US, CTEHOKAPAUS
U T.A.), HO YTBEP>KAQIOT, YTO TIOKAa3aHUsS BO BCEX TPEX
IPYIIax ObIAU CXOKUMU. TakKe OHUM MPEATTOAOKHUAN,
9TO He OBIAM YITEHbI I1IU30AbI Acpubprananuu VKA y
rarenToB ¢ [IMK ¢ BoBAeueHmeM pABYX CTBOPOK U yrKe
nmnaantuposanusiMu VIKA ao mepropa nccnreposa-
HUA. BRIBOAOM MccAep0BaHUS ABUAOCH Bee ke, aTo [ IMK
B OTCYTCTBHE APYTHX ITATOAOIMI CO CTOPOHBI CEPACU-

HO-COCYAMCTOM CHCTEMBI HE IIPUBOAUT K YBEATICHUIO
pucka BCC.

Pesyabrarsr nccaepoanust Nordhues et al. [12] BbisBaaun
MHTEPEC X KOAAET: OAHOBPEMEHHO ObIAA OITyOAMKOBA-
Ha cratba Al-Khatib, rocsamennas obeyxaennio cae-
Aansbix BeBOAOB. [13] Al-Khatib oGparaer Bunmanuve
Ha orcyrcrBue mHOOPMAIMN O TIpUeMe aljueHTaMu
6era-appeHOOAOKATOPOB U IIPOBEAEHHOM XHUPYpPrude-
ckom aedernu sKT, 910 MOTAO TOBAMATH HA YPOBEHB
CMepPTHOCTH. TaroKe OH cIMTaeT, YT0 pasHUIld B ITOKa-
saamsax K IxoKI' Bce ke Moraa cyiecTrBeHHO TIOBAUSTD
Ha PE3yAbTaThl: 0OBEM BBIGOPKU AOCTATOYHO BEAUK U
CAOYKHO y9€CTb BCE COITYTCTBYIOIME 3a00AeBaHUs GOAD-
HbIX. MOr ChIrpaTh POAL U BO3PACT ITAITUEHTOB: BO3MOK-
no, IIMK mnossimaer puck BCC, u 6oabHbIC yMEpaAIOT
20 60 aer. Al-Khatib 3akaiogaer, 9T0 HEBO3MOKHO I'OBO-

PUTH O KATETOPUIHOM OTCYTCTBUU ITOBBIIIICHHOTO PH-
cka BCC mpu ITMK.

AunrepaTypHble AAHHBIC ITOCACAHUX AET ITO3BOASIOT
CACAATh BBIBOA O TOM, 4TO cBsi3b Mexkpy [IMK u BCC
CYLLIECTBYET M PEAAMBYETCHA dYepe3 Pa3BUTUE SKU3HE-
YIPOKAIOIINX SKEAYAOUKOBBIX APUTMUI. YCTAHOBACH
BO3MOZKHBIM apUTMOIEHHbIN O4ar, KOTOPbIA MOXKET
OBITh BU3yarnsuposat ¢ romoibio MPT ¢ rapoannu-
eM. Peayabrarsl pHUBEACHHBIX NCCACAOBAHUI TOBOPAT O
HEOOXOANMOCTH IIPOBEACHMA CTPAaTU(UKALIN PUCKA Y
rmanueHToB ¢ IIMK u odepumBaior rpyriry G0ABHBIX, Y
kotopbix prck BCC nossitiien. OGpartjaer Ha ceOst BHU-
MaHUE, 9TO ITO TAITUEHTBI MOAOAOTO TPYAOCIIOCOGHOTO
BO3pacTa CO CPABHMMO MEHBIINMU (PAKTOPAMU pPHCKa
pPa3BUTHA CEPACTHO-COCYAUCTBIX 3aboneBaHmil. Taxue
GOABHBIE HY;KAQIOTCSA B G0AEE aKTUBHON Ae4eOHOM TaK-
THUKE B OTHOIICHUH JKCAYAOYKOBBIX apUTMUI, B TOM
9HICAC AOAKEH PACCMaTPUBATHCA BOIIPOC O XUPYPIHHUC-
CKOM AedeHMU (paprodacToTHas aGAALUS, UMIIAQHTA-

s TKA).
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1 codeporcarne He 3ampPaTneaIont KOHKYPUPYIOUNT WHITLEPeCcos.

BHE3AMHAA CEPAEYHAA CMEPTb Y B3POC/1bIX C BPOXXAEHHbIMU MOPOKAMMU CEP/ALIA:
MOXHO 1 NMPEACKA3ATDH?

Europace. 2016 May 31. pii: euw060. [Epub ahead of print]

SUDDEN CARDIAC DEATH IN ADULT CONGENITAL HEART DISEASE:
CAN THE UNPREDICTABLE BE FORESEEN?

Koyak Z', de Groot JR?, Bouma BJ?, Zwinderman AH?3, Silversides CK*, Oechslin EN*,
Budts W3, Van Gelder IC8, Mulder BJ’, Harris L*.

BBEAEHWE: BHe3anHas cepgeyHas cMepTb (BCC) aBAseTCA OAHOW 13 OCHOBHBIX MPUYMH CMEPTHOCTU Y B3POC/bIX Ma-
LMEHTOB C BPOXAEHHbIMU nopoKkamu cepgua (BMC). B kayecTse GaKTOPOB pUCKa B HACTOALLEE BPEMA OMMUCaHbI: Hapy-
WeHUA pUTMa 1 MPOBOAMMOCTH, @ TaKKe enyAouKkoBas AucoyHKUma. OgHaKo, snekTpokapauorpaduyeckmne (IKr) u
3XoKapguorpadunyeckme napameTpbl MOryT MEHATLCA C TEYEHNEM BPEMEHW, U3MEHAA U MPOrHOCTUYECKYIO 3HAYMMOCTb.

METO/bl U PE3YJIbTATDbI: peTpocneKTMBHOe UCCNe0BaHNe CyHan-KOHTPO/b Y B3pocCAabIX naumeHToB ¢ BINC v goka-
3aHHOM WK NpeAro/iaraeMoi BHe3anHom cepAeyHoin cMepTbio. Becero 6b110 npockpuHmposaHo 25 000 B3poc/bix na-
umneHToB ¢ BIC. Y Bcex naymeHToB NpoBoAniack oueHKa pesynbtatoB DKI n OxoKTl. XenyaoukoBaa ¢pyHKLMA OLeHN-
Ba/1acb C MOMOLLbIO IXOKapAMOrpadum no yeTbipex6annbHOM WKane: 1— HopManbHas [ppakuus Beibpoca (PB) =250%];
2 — He3HauMTesIbHO CHKeHHas (PB 40-49%); 3 — yMepeHHO cHMeHHas (OB 30-39%); 4 — 3HAUMTE/IbHO CHUKEHHas
(®B <30%). Bcero B nccieaoBaHue 6b1in BKoHeHbI: 131 naLyMeHT C BHe3anHoi cepAeyHO cMepTbio (CpesHuii Bo3pacT
36 + 14 net, 67% My»4nH) 1 260 nNauMeHTOB — B rpynny KOHTpoAs (cpeaHui BospacT 37 + 13 net, 63% MyKUuHbl).
B Havasne MccieA0BaHUsA, CpesHAA NPoAo/KMUTeNbHOCTL QRS cocTaBuna 108 mc (guanasoH 58-168 Mc) B uccnegyeMoi
rpynne n 97 mc (auanasoH 50-168 Mc) B KOHTPO/IbHOI rpynne. 3a BpeMs HabaoAeHUs 6bi10 BbIABAEHO yBeAMYeHne
npogomkuntensHoctn QRS co ckopoctbio 1,6 + 0,5 npotms 0,5 + 0,2 Mc/rog B nccreayemort rpynne v rpynne KoH-
Tponsa cootseTcTBeHHO (p = 0,011). Aucnepcus unTepeana QT Ha MCXOLHOM YpOBHe cocTasaana 61 mMc (guanasoH
31-168 mc) B uccnegyemoii rpynne 1 50 mMc (granasoH 21-129 Mc) B KOHTpoAbHOM rpynne. Aucnepcus uHtepsana QT
yBesmymBaeTca co ckopoctbio 1,1 + 0,4 mc/roa y naumeHToB MCCNeAyeMON TPyMmnbl UM yMeHbluanacb CO CKOPOCTbIO
0,2 £ 0,2 Mc/rog B KoHTposibHOW rpynne (p = 0,004). YeenunyeHue npogomxkutessHocT QRS =5 Mc/rog 6bi cesizaH ¢
MOBbILIEHHBIM PUCKOM BHe3arnHom cepaeyHoii cMeptu [OR 1,9, 95% goBeputensHeiii untepsan (44) 1.1-3.3, P =0,013].
M3MeHeHMe No CpaBHEHWIO C /Il06bIM 6a30BbIM NokasaTeneM GpyHKuUMK JIXK (HOpManbHOW, HE3HAYUTENBHO UMW YMepeH-
HO CHUXKEHHOM) A0 THAKEION WKeNy[04KOBON ANCHYHKLMM BbII0 CBA3AHO C BbICOKMM PUCKOM BHE3aMHOW CepAeyHom
cmeptHt (OR 16,9, 95% CI 1.8-120.1, P = 0,008).

BbIBOA: y B3poc/ibix naumeHToB ¢ BINC, aantensHocTb KoMniekca QRS mkenypoykoBas ANCPYHKLMA MPOrpeccupyroT
C TeYeHWeM BPeMeHMU, YTO COMPOBOXKAALTCA MOBbILIEHNEM PUCKa BHE3aMHOW CepfeqHol CMepTy.
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