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YCJIOBHBIE COKPAIIIEHUA

AmepukaHckas acconuanus cepaua (American Heart Association,
AHA)

aTPUOBEHTPUKYJIAPHBIN

aTPHOBEHTPUKYJIAPHas 60Kaza

apTepuabHOe laBJieHNe

apUTMOTreHHas AUCIUIa3ys IPaBoOro XelyJouKa

a0pTaJIbHBIN KJIalaH

aJIaHMHAMUHOTpaHCchepasa

aopTa

AHTHOTEeH3MHITpeBpamanmuii pepmeHT
AQHTUCTPeNTONNU3UH-O

aleHo3uHTpUPOCHaT

acrnapraTaMuHoTpaHcdepasa

6J10Kaza epBoit HOXKY 1y4ka [uca

6J10Kaza paBoil HOXKY 1y4Ka [uca

BcemupHas opraHnisanys 3paBoOOXpaHeHns

BPO’XKZIeHHBIE IOPOKYU Pa3BUTHSA

BPOX/IeHHBII IIOPOK cepALa

BEreTOCOCYIUCTAsA AUCTOHUS

BpeMs CBePThIBaHUSA KPOBU

BHe3alHas cep/iedHast CMepThb

BBIBOZIHOH TPaKT JIeBOTO JKeJyA04Ka

TocynapcTBeHHOe GIOKETHOE YUpeX/eH e 3paBOOXPaHeHHs
Pecny6muku Kpbim «PecniybikaHcKas feTckas KIMHUYecKas
60IbHALIA>

runeprpoduyeckas KapAUOMUOIATUSL

IPaIueHT CUCTOINYECKOTO JIaBJIeHus

rocyZiapCTBeHHOe yupexzienre «HayyHo-npakTnyeckui Meau-
LUHCKAU LEeHTP AETCKOI KapAuoJIoruu U Kapauoxupypruu M3
YKpauHbl»

JUaTalOHHAsA KapAUOMUONATUSA
Ie30KCUPUOOHYKIIENHOBAS KUCIIOTA
Zomep-sxokapauorpadus

XeJyZI0YKOBas TaXUKapAus

3a[HAA CTEHKA JIeBOTO XeJlyf04uKa

HCKYCCTBEHHBIN KapAroBepTep-n1edrOpuiuisiTop

uH}apKT MUOKap/ia

KODOHAapHas apTepus

KOHEYHO-INACTOINYeCKHi 06beM

KOHEYHBIN INaCTONINYeCKUAN pasMep JIeBOrO XelyAouKa
KapAMOMUOIIaTHSA

KOapKTalL1s aOpPThI

KOHEYHO-CHUCTONNYeCKUi 06beM

KOHEYHBIi CUCTOJIMYeCKUI pa3Mep JIeBOTO ey j04Ka
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3JIEKTPHYECcKasi 0Ch CepzLa

SPUTPOLIUTHI

3IIEKTPOPU3NONOTIECKOe UCCIeI0BAHIE

aX0oKapauorpadus

aneKTpo3HIedanorpapus

catecholaminergic polymorphic ventricular tachycardia (karexonamunep-
rudecKas nonauMopdHasi JKery0uKoBasi TAXUKaP/IKs)

reMorI06uH

reMaTOKPHUT

the long QT syndrome (BposxieHHBII CHHAPOM YAJIXHEHHOTO MHTepBasa
Q1)

short QT syndrome (cHHAPOM YKOPOYeHHOTO (KOPOTKOTO) MHTEPBaa
Qr)

sudden unexpected nocturnal death syndrome (cunapom BHe3anHo¥ HOY-
HOH cMepTH)



BBEJIEHUE

Kapauomuonariu (KMIT) npezctaBisitoT co00i#t rpyminy 3a60eBaHuit
MHUOKap/a, KOTOpble ObLIN OMMCAaHbl OTHOCUTEIFHO HeZJaBHO U C TeX T0p
BBI3BIBAIOT Heoc1abeBaloOMIii HHTepeC KapAroIoroB, MOppOJIOroB, reHe-
TUKOB U BCe 4Yallle — KapAHOXUPYProB. AKTyanbHOCTb mpobieMbl KMIT
OIIpeZieNIsAeTCs TeM, YTO OHU 3aHMMAIOT CyllleCTBeHHOe MeCTO B COBpeMeH-
HOH CTPYKType 3ab0JsieBaHMii, IPUBOAAIINX K Pa3BUTHIO XPOHUYECKON
cepneuHoii HefocratrouyHocTH (XCH). KMITy ieteit oTHOCATCA K TsAXeT0M
NaTOJIOTUY MMOKApAa; OHUA XapaKTePU3YIOTCA 3JI0Ka4eCTBeHHBIM Tede-
HHEM, De3UCTEeHTHOCTBIO K TPOBOJUMOM Tepamuu, BbICOKOM CMEPTHOCTBIO,
B TOM 4K CJIe BO3HUKAIOIell BHe3alHOo BCle[ICTBUe CepAeYHOM HeZloCTaTou-
Hoctu (CH), a Takxe mpy pa3BUTHUM KXU3HEYTPOXKAIOUINX CepAeyHbIX
apuTMUi. YCTaHOBJIEHUE UCTUHHOM pacripocrpaneHHocTy KMIT aBnserca
O4eHb TPYAHOI 3ajauell B CBA3U CO CJIOXKHOCTBIO pa3rpaHUYeHUs ITOH
TaTOJIOTUH C APYTUMY 3a00JIeBaHUSAMHY, IIPH KOTOPBIX PeMO/ieTUPOBaHue
cepaua umeer cxoguble ¢ KMIT yepThl. /[JaHHbIe CKDUHUHTOBBIX UCCTIeS0-
BaHUi, npoBezieHHBIX B CIIIA ¢ ncrob30BaHKEM 3J1eKTPOKapArorpadum
(BKT') u axokapauorpa¢uu (OxoKT'), ycTaHaBIMUBAIOT CJEAYIOMIYIO pac-
MpocTpaHeHHOCTh runepTpoduydeckoit KMIT — ot 1: 500 10 1 : 5000 06-
crnefoBaHHbIX. JlunaranuonHas KMII (IKMII) BeiaBasercs ot 1 : 50
1o 1: 25 cnydaeB CH.

B nepeBojie ¢ rpeyeckoro kapauomuonarus (kardia — cepaue, myos —
MBIIIIA, pathos — 60Je3Hb) — 3TO «60Ie3Hb CepAeYHO MBIIIIIbI». [IaHHbII
TepMUH ObLI rpeasiokeH B 1957 r. W. Bridgen u ucnonb3oBancs s 060-
3Ha4eHNs 3a601eBaHMI MUOKApZia HesICHOM 3THOJIOTUH, TPOSBIIAIOLIAXCSA
KapauoMerasnuei, creluduieckumu u3meHnenusimu Ha OKT 1 mporpeccu-
PYIOIIUM Te4eHHeM C Pa3BUTHEM HeJJOCTATOYHOCTH KPOBOOOpalleHUs
¥ HebJIaronpHUATHBIM TPOTHO30M /151 )KU3HU. BriepBble GpyH/IaMeHTanbHbIe
uccnenoBanus no KMII nposen B 1961—1982 rr. J. Goodwin. FiMeHHO OH
B 1973 1. mpeANoXun cienyioiiee onpenenenue: «Kapduomuonamus —
ocmpoe, n00ocmpoe unu XpoHuzeckoe 3a60ae8anue cepoeTHOU Molilbl HeU3-
BECMHOUl UNU HEACHOU IMUONI02UU, TACMO C 608JI€TEHUEM IHAOKAPOA UMY
nepuxapda u ue aena0ueecs credcmeuem CmpykmypHou degopmayuu
cepoya, eunepmen3uu (CUCMEMHOT UNU 1e20THOU) UNU KOPOHAPHO20 AMePO-
Mamo3a».

J. Goodwin BriepBble Bbizenu Tpu rpynnbsl KMIT: 3acToiinyto (nuna-
TalMOHHY10), runeprpodudeckyto (TKMII) u pectpuktuBHyo (PKMIT).
3a nocnenHue 40 €T GbUIM ZOCTUTHYTHI OTPOMHBIE YCIIEXU B U3yYeHUH
bone3Heit MuoKap/a. biarozaps HaKOIJIEHHOMY KJIMHM4eCKOMY MaTepH-
ajy, BHe[PeHUI0 COBpPeMeHHBIX MeTOZI0B ucciefoBanusa (DxoKI, xonte-
poBckoe MoHuTOpUpoBanue DKI' — XM BDKIT, peHTreHOBCKast KOMIIbIOTEP-
Hast toMorpadusi — PKT u MarHUTHO-pe3oHaHCcHasi Tomorpadgus — MPT,
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Ouomncus MUOKapza, paAMON30TOHbIE METO/bI UCC/IEJOBAHUSA U IP.),
a TaK)Xe Pa3BUTHIO FeHeTHUKH, YIeHbIM yaJI0Ch YCTAHOBUTD IPOUCXOKIe-
Hue 6osbimuHcTBa KMII, GoJtee MMPOKO UX TPAKTOBATh, BHOCHTH B KJIac-
cudUKaLyY JONONHeHus 1 u3MeHeHus. Kinaccuduxauus 6oseHeit Muo-
Kapza, npeanoxeHHasa komutreroM BO3 B cOaBTOPCTBE C 3KCIEpPTaAMU
MexnayHapozaHoro obmectBa 1 Gpezepanyu kapauosoros (International
Society and Federation of Cardiology, ISFC) B 1995 1., ye BKJIFOYaJjia apurt-
MorenHyto KMIT npaBoro xenynouka (ITXK), nanonatrdeckue KMII, crieniu-
duueckue 60e3HM MUOKap/a, HeKJIaccupuuypyemble 60J1e3HI MUOKap/a.

B 2006 r. 6b11a ony61MKOBaHa HOBas kinaccupukanys KMIT Amepu-
KaHckoi acconuanuu cepzana (AAC). B ocHOBY aToii K1accuduKanum
NI0JI0XeH 3TUOJIOTUYeCKUi TPUHIINII C TeHOMHO! HallpaBJIeHHOCThIo. I1o-
cnenuss knaccudukanys KMIT 6bi1a npezsoxena B 2008 1. EBporelickum
o6mecrBoM Kapzauonoros (European Society of Cardiology, ESC). B ocHo-
BY JJAHHO KJ1accruKaLuy Jeriu Mopdosoruieckrie 1 pyHKIMOHAIbHbIE
V3MEHeHUs MUOKap/a JKeJly[0YKOB cep/la € IOSABJIeHreM HOBOIO OIpe-
nenenust KMII: «amo namonozus muoxapoa, npu Komopou npoucxoosm ezo
CmpyKmypHbie Unu QYHKYUOHANbHbIE HAPYUeHUS, He 00YCN08eHHble Ulile-
Muzeckou 60s1e3Hb10 cepoya, eunepmen3uelt, KIAnaHHLIMU NOPOKAMU U BPOHC-
OeHHviMU 306071e8AHUAMU CEPOYA...>.

TakuM 006pa3oM, Ha MPOTSKEHUHM HECKOJIbKUX JIeCATUNETHH TPOKC-
XOJMJIa 9BOJIIOLHUSA TePMUHONOIMHU U Knaccudpuranuu KMII, u, mo-
BUAUMOMY, 3TOT Ipolecc Oy/eT MpoJoKaThCsA, TaK KaK ellle MHOTHe
BOIIPOCHI TPEOYIOT abHeIero 3y4eHust U ryboKUX Hay4dHbBIX UCCie-
noBaHui, n60, Kak ckasain J. Goodwin, «...J106as KnaccuduKaiys spisieT-
Cs1 HENOJIHOW ¥ JIefCTBYeT KaK MOCT MeX/y MOJIHBIM He3HaHUeM U abco-
JIIOTHBIM [IOHUMaHUEeM».

Knaccupurauus xapouomuonamuii:

L. ITepsuznvie KMII: moBpexieHe MUOKap/a (M30JMPOBAHHOE VTN

IpeBajupyloliee).

1. Tenetuueckwue: 1) runeprpodudeckas KMIT; 2) apurmoreHHas Auc-
mwiasus [DK — AZITDK; 3) HeKOMITaKTHBIN MUOKap/ JIEBOTO JKeJTy-
nouka (JIK) — HMJIK; 4) HapyiueHWs AelOHMPOBAHKA [TIMKOTeHa:
PRKAG?2 (protein kinase, AMP-activated, gamma 2 non-catalytic
subunit), 6one3Hb [lanoHa (Danon disease); 5) Hapy1IeHUs HIOHHBIX
KaHaJoB (cuHapoM yanuHeHHoro untepBana QT (LQTS), cunzapom
Bpyraza, CMHAPOM YKOPOYeHHOTO (KOpPOTKOro) uHrepsana QT
(SQTS), cunzpom Jlenerpa (Lenegre), kaTexonaMuHepruieckas
nonuMopQHas KeaymaoukoBas Taxukapaus (catecholaminergic
polymorphic ventricular tachycardia, CPVT), cuaapom HeoO'bsicHU-
MO BHe3aIHo# HOuHO# cMepTu (Asian SUNDS)); 6) nedeKkTs
NPOBeZIeHus; 7) MUTOXOHAPHAIbHbIe MUOIIATHH.



2. Cmemanuble KMIT: a) uiaTaioHHas, 0) pecTpUKTHBHASA.
3. IIpuobGpeTeHHbIe: a) BoCmaauTe bHast (MUOKapauT); 6) cTpecc-
MHyIMpOBaHHas (CHMHAPOM Takoiy6o, tako-tsubo syndrome);
B) MepuIopTaibHas; T) MHAYIUPOBAaHHASA TaXUKapAWeH; 1) y zie-
Tel, pOXKIeHHBIX OT MaTepeil ¢ HHCYIMHO3aBUCUMBIM CaXapHbIM
IuabeToM.
I1. Bmopuznsie KMII: MuOKapAuaibHOe IOBPeX/IeHNe ABJISAeTCS 4aCThIo
reHepaJM30BaHHBIX CUCTEMHBIX (MYJIBTHOPTaHHbIX) 3a00JIeBaHUIL.



PA3JZEJ 1
TEHETUYECKHUE KAPITUOMHOIIATUN

I'naea 1
TUNNEPTPO®UYECKAS KAPAUOMMUOIIATUA

T'KMII otHOCHTCS K epBruyHbiM KMIT 1 siBsisieTcst onHUM U3 Harboiee
TSDKEJIO TIPOTeKA0IINX 3a00JIeBaHII MUOKAp/ia, TPUBOSIINX K MHBAJIU/-
HOCTH Y CONPSDKEHHBIX C BBICOKUM PHCKOM BHE3aIHOM cep/ieyHo cMepTH
(BCC), xoTOpas MOeT CTaTh [epBbIM U eINHCTBEHHLIM NPOSBIeHUEM
3aboJsieBaHus, — Y fieTeii oHa cocTaBisieT 4—6 % B rof. OcOGeHHO BBICOK
puck BCC y nerell ¢ BbIpaXeHHbIMUA KJIMHUYECKAMU IIPOABJICHUAMU 3a-
6osneBanus u ciydasimu BCC cpenu 61M3KUX POJCTBEHHUKOB. BriepBble
T'KMII onucana ¢ppaniysckum natosnorom L. Hallopeau B 1869 r., oqHako
pa3BepHyTas XapaKTepUCTHKa 3TOro 3abojieBaHuUs Oblia Mpe/cTaBIeHa
B 1950—1960 rr. 6marogaps ucciaenosanusim E. Braunwald, W. Brigden,
J. Goodwin, T. Mattingly, D. Teare u Apyrux KJIMHHULUCTOB ¥ IaTOJIOTOB.
ITpu TKMII BeisiBAsieTcst runieptpodust creHok JIXK, conpoBoxkaaromascst
YMeHbILIeHeM ero MOJIOCTH U TTOBbIeHeM ¢pakuun Beiopoca. Hanbonee
9aCTO BCTpeYaeTcs1 aCMMMeTPUYHOe yTOJIIIeHNe MeXOKeNy09KOBOM Iepe-
ropoaku (MJKII), mpy KOTOPOM MOXET Pa3BUBAThCS OOCTPYKIMS BBIBO-
ITHOTO TpaKTa jieBoro xenyznouka (BTJIK) ¢ moBbieHneM B HeM CKOPOCTH
KpPOBOTOKA. Bose3Hb XapakTepusyercs runepTpodueii KapJuOMUOLITOB,
X Ie30praHu3alyeii Ha JOCTATOYHO OOJIbIIOM NPOTSKEHUH, MHTepPCTH-
ManbHLIM GUOPO30M U YTOJIEHIEM MeIH MHTPaMypPaJIbHBIX KOPOHAp-
HbIX apTepuii (KA).

Jlo cux nop npefiMeTOM MHTEHCUBHBIX UCC/IeJOBAHUM OCTaeTCs reHes
T'’KMII. Bb110 BBICKa3aHO MHOXECTBO I'MIIOTe3 O ee IIPOUCXOoXAeHuu. OfHN
13 HUX OKa3aJMChb HeJOJITOBeYHBIMU (KaK, HapuMep, NpeJroNoKeHns
00 3THOJIOrMYeCKOH POJI TaMapTOMBI, 60JIe3HN MEJIKUX COCYLOB U T. 11.).
Jpyrue, ¢ 6osee K MeHee OOHA/IEXKUBAIOIINMY pe3yJibTaTaMu, pa3pabda-
TBIBAIOTCS U B HACTOsALIee BpeMs. PaccMaTpuBarOTCs pa3ivnyHble IPUYUHBI
passutusi TKMII: HapyiueHusi SMOproreHe3a, BHYTPUYyTPOOHOE BUPYCHOE
NOpa)KeHUe IIJI0/1a, YCUJIeHHAA SKCKPeLya KaTeX0JaMUHOB, 3HI0KPUHHBIE
HapyueHus u ip. Ha3BaHHBIX GaKTOPOB, 1aJIeKO He NCYePIIbIBAIOIIX BCe
TUIOTe3bI 0 MpryKnHax pa3sutys [KMIL, 10cTaTOYHO, YTOOBI COTIACUTHCS
C MHEHUEM O ee TIOJIM3TUOIOTNYHOCTH. OJTHAKO MO/aBJIsAoIee GONbIINH-
CTBO aBTOPOB CYUTAIOT, 4TO y 30—50 % GonbHbIXx TKMII nMeeT reneru-
YeCKyl0 OCHOBY, CBfI3aHHYyIO C cucreMoii HLA-anTurenos. IIpu 'KMII
0K0J10 60 % COCTaBJIAIOT ceMeltHbIe GOPMBI 1 JHIlh 40 % — cropaanuydecKue
ciydau 60Jie3HH.
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