JUIIATAIIMOHASA KAPIUOMUOIIATHUA: COBPEMEHHBIE
MNPUHIOUIIBI JUATHOCTUKHU U JIEYEHUSA
Tpucserosa E.JI.

YO «benopycckuti cocyoapcmeeHHblil MeOUYUHCKUL yHugepcumemy, Murnck

Onpenenenue. JlwnaraimonHas kapauomuonatust (JAKMII) - nuddysnoe
3a00JiIeBaHNE MUOKap/Ja HEM3BECTHOW STHOJIOTUH, XapaKTEpU3YIOIeecss paciiupe-
HUEM BCEX KaMep ceplia C BhIPAKEHHBIM HapyLIEHHEM CHUCTOJIMYECKOM (PyHK-
nuu. {unatanus u cuctonnyeckas auchyHkius jieporo xkenyaouka (JDK) dpopmu-
pYIOTCS MPU OTCYTCTBUM IATOJIOTMYECKUX YCJIOBUMN Ui Harpy3ku (apTepuanbHas
runepteHsus - Al', kjanaHHble MOPOKK CEP/ILia) UM UILIEMUYecKast O0JIE3Hb Cep/i-
na (UbC).

Pacnpocrpanennocrs. [IKMII - camasa pacnpoctpaneHHast KapauOMHOIIa-
tust (KMII), Bcrpeuaercs B 60% cpenu Bcex KMII, ¢ wactoroit 1 ciydaii Ha 2500
HacesieHus. 3a0osieBaeMOCTh cocTaBisieT 5—/,5 ciydast Ha 100 Thic. HaceneHus B
rol. Y My>XUdH JUarHOCTUPYIOT B 2—3 pa3a yaiie yeM y keHuiud. B 30% ciygaes
MIPUYMHON XPOHUYECKOUN CEPIEUYHON HENOCTaTOYHOCTH siBisieTcss JIKMIL.

JTHoN0rusA. B OONBIIMHCTBE ClTyyaeB 3THOJIOTUS 3a00JI€BaHUSI HEU3BECTHA,

BMecte TeM B pazsutuu JIKMII Gonbiioe BHUMaHUE YAEISIOT CEMEHWHBIM U T'eHe-
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TUYECKUM (PaKTOpam, MEPEeHECEHHOMY BUPYCHOMY MHOKAapJIUTy, UMMYHOJOTHYE-
ckuM HapymeHusaMm. @enorun JIKMII Moxer pasBuBaThCs IIPU MyTalUAX Pa3JIAd-
HBIX T€HOB, KOJUPYIOIIMX OEJIKM IMTOCKEJeTa, CapKOMEpHble OeNku, Z-IHUCKH,
sepHble MeMOpaHbl, pu AeerTax X-XpOMOCOMBI U T.I.

B renernueckux uccienoBaHusax npu uaunonatudeckod KMII B tpetu ciy-
YyaeB OMNPENETSAI0T CEMENHYI0 MPEeaApacoNoKEHHOCTh, IPU KOTOPOM mpeobianaer
ayTOCOMHO-IOMMHAHTHOE HacienoBanue. Hapsay ¢ ayroCOMHO-IOMHHATHBIM
HACJIEJOBAHUEM ONMCAHbl CIy4al ayTOCOMHO-PEIECCUBHBIX, X-CLEIUICHHBIX U
MUTOXOHApHAIBHBIX (popMm KMII.

Muroxonapuansasie KMII BO3HMKAIOT B pe3yJibTaTe aHOMAJINA MHUTOXOH-
JPUATBHBIX CTPYKTYP M JUCHYHKIHUH IpoLiecca OKUCIUTENBHOro (hochopuianpo-
BaHUs. BcenencTBrue MyTalyy reHOB HapyllaeTcsl SHepreTHUYeCKU OOMEH Kapauo-
MHUOLUTOB, MPUBOASIINY K pa3Butuio JJKMIIL.

Bbonbmoe 3nauenue B pazputun JJKMII umeer sutepoBupycHast nHGEKIUSI
(Bupyc Kokcaku, B, remaruta C, repreca, nmurtomeranoBupyc-Yy). Ilepcuctupyro-
e BUpycol BerpauBaroT cBoro PHK B reHeTnueckuil anmapar KapAMOMHOLIUTOB,
MOBPEXJlass MUTOXOHAPUU M Hapyllasi SHEPreTUYeCKui MeTabonmu3M KieTok. M3-
BECTHO HAJIMYME KapAMOCHEIU(PUUECKUX AyTOAHTUTEN, TaKMX KaK aHTHUMUO3UH,
AHTUAKTHUH, AHTUMUOJIEMMA, aHTH-aIb(a-MHO3MH, AHTH-OETa-MHUO3UH TSKEIBIX
O6OHapykeH Takxke aHTH-aJeHO3uH-TudocdaT-aaeHo3un-Tpudocdar, mpeacras-
JISIOIIMNA aHTUTEIa K MUTOXOHJPHAIBHOW MeMOpaHe KapAHUOMHOIIUTA U OKa3bIBa-
IOLMNA HEOJArONpPUATHOE BIUSHUE Ha (PYHKIMOHUPOBAHUE MEMOPAHHBIX KaJlblLIE-
BbIX KaHaJlOB, YTO B CBOIO OYEpE/lb MPUBOJUT K HAPYUICHUIO METabOIM3Ma MHO-
kapaa. B uccienoBanuax ormeueHo y namueHToB ¢ JJKMII noBeimeHne akTUBHO-
CTH MpoBoCHaIuTeabHbIX nUTOKMHOB (MJI-1, NJI-6, ®HO-0)) B kpoBU. CumTalor,
YTO MPU UCXOAHOM ayTOMMMYHHOM Jie(hULIMTE MOBPEKIAIOIIee 1eHCTBUE BUPYCOB
yaie npuBoauT K pazsuruto JKMIL.

[IpeAnonoKUTENbHO Y HEKOTOPHIX MAIlMEHTOB 3a00JIeBaHUE HAYMHAETCS C
OCTPOr0 MHOKapauTa (BEPOATHO, BUPYCHOTI'0), IPU KOTOPOM Pa3BUBAETCS PACIPO-

CTPAaHEHHBI HEKpPO3 KapJUOMHUOLIMTOB C UCXOJOM B XxpoHuyeckuil guodpo3. Co-
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XPaHUBIIHICS MUOKAPJl PACIIUPSIETCS, UCTOHYAETCA U KOMIIEHCATOPHO TUIIEPTPO-
bupyeTcs, 9TO COMPOBOXKAACTCS TOSBICHHEM TPHUKYCIHIAIBHON W MHUTPAILHOU
HEJIOCTATOYHOCTH, TUJIATAllMN TPEICEPIUN.

B GonpmmHCTBE ciydaeB mopakarorcs 00a Kelynouka, pexke — TOJIbKO Jie-
BB, U3PEIKA — TOJIBKO MPABBIN JKEIyAOUEK CepAla.

[Iposasnenust JIKMII moryT npucyTcTBOBaTh NMPU MUTOXOHJIPUAIBHBIX IIH-
TONIATHSAX, METAOOTUIECKUX HAPYMIEHUAX (T€MOXpPOMATO3), Ne(PUIIMTHBIX COCTOSI-
HUSX, SHIOKPUHHBIX 3a00JIEBaHUSIX, MIPU HCIOIB30BAHUN KAPJUOTOKCHYHBIX MeE-
JMKAMEHTOB, Ha TMO3JHUX CTaUIX BOCHAIMTENBHBIX MpoleccoB B Muokapiae. K
JAKMII otnecena nepumnapransHas KMII, koropasi pa3BuBaercs Ha INOCIEIHEM
Mecsiie OepeMEHHOCTH WK B TEUEHUE D MEC TI0CTIE POJIOB.

YcranosneHo 6osee 80 pa3nuyHBIX BapHAHTOB MOPAXKEHUS MUOKap/ia, CIIo-
coOHBIX TpUBOUTH K pazBuTuio JJKMII. XpoHnueckoe u30bITOUHOE YIOTpeOIe-
HUE aJIKOTOJII MOXKET CONMPOBOXkAaThes pasButrem JJKMII, uro cBs3bIBaIOT C mps-
MBIM TOKCHYECKUM 3(PPEKTOM ajaKorois U ero MeraboJIMTOB Ha MHOKap/, pa3BU-
TUEM Y XPOHUYECKUX AJKOTOJUKOB HAPYIICHUM MUTaHUSI, TOKCUYECKUMH dPdeK-
TaMH Pa3JIMYHBIX KOMIIOHEHTOB, BXOJSIIMX B COCTaB aJIKOTOJIbHBIX HAMUTKOB.
PazButue ankoronbHo JJKMII naGmrogator npu ynorpebieHnn OOMBIIMX KOJIH-
YEeCTB aJIKOTOJIsl B TEYEHUE JITUTEIILHOTO BpeMeHu (yacto — Oosiee 10 net), onHa-
KO €€ BO3HMKHOBEHHME BITOJIHE BO3MOKHO U MPHU 3HAUYUTEIHLHO MEHBIIEH MPOJIOJI-
KUTEITHHOCTH 3JI0YIOTPEOICHUS AJIKOTOJIEM.

K OCHOBHBIM MpUYMHAM, BBI3BIBAIOIINM Pa3BHTHE HECEMEHHON / HEreHETH-
yeckor [IKMII, otHOCSTCS cnenyromue:

- DIEeKTPOJIUTHBIE HAPYIIECHUS:

- DHAOKPUHHBIE HAPYILICHUS

- MHudekmumonnbie 3a001eBaHUA

- WudunsrpaTuBHbIC 3200I€BaHUS

- Helipombllieunas naToaorus

- Hapymenus nuranus

- Bo3aelicTBue TOKCHHOB
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- Taxmaput™Mun

Ilatorene3. B ocHoBe 3a0o0ieBaHuUs JIEKUT THOEIb OTACIBHBIX KIIETOK B
Pa3IMYHBIX y4acTKaxX CepACHYHON MBIIIIbI. B HEKOTOPHIX CilydasXx TMOeNH KJIETOK
MPEIIECTBYET BOCHAJIICHUE CEPIACUYHONM MBIIIIBI (MUOKAPIUT), YaCTO BUPYCHOMU
npupoabl. KineTkn mMuokap/a, mopaXxeHHbIE BUPYCOM, CTAHOBATCS UY>KEPOIHBIMU
JUIS OPTaHU3Ma, U Pa3BUBACTCA KOMIUIEKC peakluid UMMYHHOI'O OTBETa, HaIlpaB-
JICHHBIX Ha MX YHUYTOKEeHHE. [IO0CTENeHHO MPOUCXOIUT 3aMEICHUE MOTHUOIINX
MBIIIEYHBIX KJIETOK COCAMHUTENIbHON TKaHbIO, HE 00Jadaronieil CriocOOHOCThIO K
PACTSHKUMOCTH W COKPATUMOCTH, MMPUCYIUMHA MHOKapy. CokparutenbHas QyHK-
Ul MUOKapJla CHIDKACTCS, KaMephbl cepjlia, 4YTOObl KOMIIEHCUPOBATh CHUKEHUE
HACOCHOW (DYHKIMH cepAlla paCUIUPSIIOTCS, MPOUCXOIUT auiatanus. OcTaBuiuiics
HEU3MEHEHHBIM MUOKapJ runepTpodupyercs, ymaoTHsercss. OMHOBPEMEHHO Po-
UCXOJIUT KOMIIEHCATOPHOE Y4YallleHUE PUTMa CEPJCUYHBIX COKpAIICHHM, CIOCO0-
CTBYIOLIEE YBEJIMYEHUIO JOCTABKU KUCIOPOIa OpraHaM U TKAHSIM.

Bo3MoxkHOCTH aAwiataiuu U TUOEPTPOOUH MHUOKApJa OTPaHUYMBAIOTCS
YKU3HECTIOCOOHBIM MHOKApJIOM, IUJIONIAJb KOTOPOTO HMHJUBHAyalbHA B KaXJIOM
ciydae 3aboneBanud. [Ipu nepexoje B cTaauio IEKOMIEHCAMU HAOII0Jal0T CHU-
KEHUE COKpPATUTEIHHOU QYHKIIMM MUOKap/ia U pa3BUTHE XPOHUUECKOU CepIeUHON
HEJI0OCTaTOYHOCTH, MTPU KOTOPOIl HAOJI01at0T YMEHBIIIEHNE MTOCTYIIJICHUS B OPTaHbl
Y TKaHU KHUCIIOPOJa, HEOOXOAMMOro ISl UX HOPMAJIbHOM KU3HENEATEIbHOCTH, a
KOJIMYECTBO YTIEKUCIOTO ra3a B HUX IMPHU 3TOM yBeJIMUYMBaeTcs. TeueHue 3aboie-
BAHUA YXYAIIAET MOSBJICHUE HEJOCTATOYHOCTH MUTPAIBHOTO U TPUKYCITHUIAIBHO-
ro KJIAllaHOB CEPJALA BCIEICTBUE IEPEPACTSHKEHHS WX KIAMAHHOTO KOJIbIA Ha
dboHe auiaTanu KaMep cepra.

Ha mo3nanx sramax JIKMII BO3ZHHKAIOT JKH3HEYTPOXKAIOIMIME HAPYLICHHUS
puTMa cepiria, CriocoOHbIE MPUBOJUTH K CMEPTU. BeiencTBue CHMKEHUS HACOC-
HOM (PYHKIIMU CepAlla MU HEPAaBHOMEPHOCTH COKpAIICHHS MHOKapaa B Kamepax
cepaia o0pa3yroTcs MPUCTEHOYHbIE TPOMOBI C MOCIAEAYIOIIMM Pa3BUTHEM 3MOO-

JIMH TI0 MAJIOMY WJIM OOJIBIIIOMY KPYTY KPOBOOOpAIIEHHUS.
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Kiaunuveckue cuMnromsbl. [[aTOTHOMOHUYHBIE MPU3HAKH OTCYTCTBYIOT.
CUMITOMBI MOSIBISIIOTCS TIPU MPOTPECCUPOBAHUU CEPACYHON HENOCTATOYHOCTH,
pPa3BUTHUU TPOMOOSMOOJIMKM WM HApPYIIEHWH pUTMA M MPOBOJUMOCTH CEpJla:
cepaeduenre, CHHKOIE, cl1ad0CTh, OJBINIKA, CHIDKCHHE TOJEPAHTHOCTH K (HU3H-
YeCKOM Harpys3ke. DT MPU3HAKH MOSBIIAIOTCS Ha MO3JHUX CTaAusIX 3a00yeBaHus,
B CBs3U ¢ yeM pacno3HaBanue JIKMII no mosiBieHus yka3aHHBIX CUMIITOMOB BBbI-
3bIBACT 3HAUYUTENbHBIC TPYJHOCTU. BHE3amHas cepieuHast CMEPTh MOKET MOSIBUTh-
Csl 10 Pa3BUTHSI CUMIITOMOB XPOHUYECKON CEpACUHON HEAOCTaTOYHOCTH.

JAunarnocTuka. K BaXHbIM NpU3HAKAM OTHOCUTCS YBEJIMYEHHUE Pa3MEpPOB
cep/ia, MPeuMYIIECTBEHHO JIEBOTO JKETYJI0UKa, B TO BPEMSsI KaK OTCYTCTBYIOT JIpY-
rve Npu4uHbl (IOPOKHU Cepilia, uilleMuueckas 00J1e3Hb cep/illa, apTepuaibHas TH-
nepreH3us u T.1.). Kapauomeranuio B BUE paclIupeHus cepiia B 00€ CTOPOHBI U
CMEIIEHUE BEPXYIIECYHOTO TOJYKA BJIEBO M BHHU3 OMNPEACISIOT IPU MEPKYyCCUU
cepaua. [Ipu ayckynbTanuu B TSOKENbIX CIy4Yasx BBICTYIIMBAIOT PUTM Tajomna, Ta-
XUKapJIUI0, CUCTOJIMYECKUN ITyM OTHOCHUTEIIBHOW HEIOCTATOYHOCTH MUTPATIHLHOTO
u/unu TpexcrBopuaroro kinanaHa. ¥ 20% nanueHToB pa3BUBaeTCS (PUOPUILIAINS
npeacepanii. AprepuaibHOe JIaBieHHue 0OBIYHO HOPMAJIBHOE WIJIHM CJIErKa MOBBIIIIE-
HO (BCJIEACTBUE CEPJICUHON HEJOCTATOYHOCTH).

Ha OKI' - npu3Haky yBenWYeHHUs] pa3MepoB CEpAlld, CHUKEHHUE BOJIbTAXKA
3yOII0B KEyJ0UYKOBOT'O KOMIUIEKCA, HAPYIICHUSI MPOBOJUMOCTH B BUE OJIOKaIbI
nepeHell BETBH JIEBOM HOXKKH ITydKka ['Mca, Wi TOJHOW OJIOKaAbl JICBOM HOXKKHU
nydka ['uca, cToiikas CHHycOBasl TaxuKapJusi, Apyrue HapyluieHUus puTMa U Mpo-
Bogumoct. Y 85% OonbHbix JAKMII umerorcas OKI-npusHaku runeptpopuu
MuoOKapza neBoro xkemynouka. K ocodennoctsim SKI ipu aToM clieryeT oTHECTH
— MakcuMabHO BbIcOkHH 3y0err R B V6 u munumansino — B |, 11, 11l. B pe3yinb-
TaTe OTHOIIEHUE BBICOTHI 3y011a B V6 k amrumntyze Haubombinero 3yomna R B —I11
npeBbimaeT 3 y 67/% OoibHBIX. XapaKTepHbl CTaOWIBHBIC HAPYIIECHUS Mpoliecca
penosipu3aiu, 00yCIOBICHHbBIE JUCTPOPUUESCKUMU U3MEHEHUSIMU B MUOKAp/Ie U
Kapauockiepo3oM. MHorna Habmogatot 3y0nsl Q, Mmopdoiorundeckum cyocTpaTroMm

KOTOPBIX sIBJIsIETCS AMPGY3HBIN WM 04aroBblil KapAHOCKIEPO3.
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[Ipy pEeHTTreHOJOTHYECKOM HCCIENOBAaHUH OOHApYKUBAIOT 3HAYUTEIHHOE
YBEJIMYEHHUE JKETYTOUKOB (4YaCTO B COUETAHUHU C YMEPEHHBIM YBEIHUECHUEM JIEBOTO
npeacepaus). XapakTepHbIM MPU3HAKOM sBIsIETCsl ¢opMa cepAlla B BUJE IIapa,
YTO SIBJSIETCS CJIEICTBUEM MHOTCHHOW aunatanuu. KapauoTopakaibHBIA HHJIIEKC
npesbiaer 0,55 B 100% cnydaes. [Ipu pa3BUTHM OTHOCUTEILHON aTpHOBEHTPHU-
KYJISIPHOW HEAOCTATOYHOCTHU BBISIBISIOTCS MPU3HAKK peryprurtannu. Berpedarorcs
MPU3HAKHU JIETOYHOW apTepUaNbHON TUIIEPTEH3UH, BEHO3HOT'O 3aCTOS WM TMEepeHe-
CEHHBIX TpoMOo3MOonuii. HapyiieHust B MajioM Kpyre KpoBOOOpaIlleHUs IMPOSIB-
JSIFOTCSL  YCUJIGHHEM JITOYHOTO COCYJUCTOTO PHUCYHKAa, a TaKXe MOSIBICHUEM
TpaHCCy/AaTa B TUIEBPAIBHBIX MOJOCTAX, KOTOPBIA 00pa3yeTcsi BCIEACTBHE MOBHI-
IICHUS JABJICHUS B COCYAaX JIETKUX.

Oxoxkapauorpadusi — OJUH U3 OCHOBHBIX METO/IOB B IMarHOCTUKE 3a00seBa-
Hus. [Ipu uccnenoBaHuy ONpPENENsIOT pa3BUTHE JWJIATAIIMU TOJIOCTEH U THIep-
TPOPUIO CTEHOK, MPUYEM BBIPAKEHHOCTH JWJIATAlMA 3HAYUTEIHHO IPEBBINIACT
creneHb runeptpodun. KoHeuHbI 1MacTONMYECKUl pa3Mep JEBOr0 Kely104Ka,
KaK MpaBwio, mpesbimaer 6 cm (g0 12 cm). Hapymienusi cokpaTUMOCTH HOCST
mudPy3HBINA XapaKkTep, HO MOTYT OBITH M yUYaCTKH aKMHE3WH, KaK PEe3yJIbTaT CIIHS-
HUS 04aroB (pudpo3a WM TOCHEACTBUNA TPOMOOIMOOIMU KOPOHAPHBIX COCYJIOB.
OTmeyaroT 3HaYUTENbHOE CHIDKEeHHE (pakiuu Bbiopoca (10 18% u Hmxke). [lomu-
MO 3T0r0, IX0KI' 1M03BOJISET YTOUHUTH YBETUUCHUE aMIUTUTYABI ABUKCHUS HEU3-
MEHEHHBIX CTBOPOK MuTpaibHOro knanaHa. [Ipu OxoKI' BbIABISIOT Hainuue
TpomOa B Kamepax cep/a.

[Tpu xaTeTepm3anuu cepala BBIABISIOT MOBBIIIEHHE KOHEYHOTO TUACTOJIH-
YECKOTO JIaBJICHUSI B JIEBOM M IPABOM JKENyIOYKaxX, JABJICHUS B «JIETOYHBIX Ka-
NWUISIpax» | JISTOYHOU apTepuu. OTCYTCTBYeT IpaueHT JaBJICHUS Ha KIanaHax u
B TIOJIOCTH JIEBOTO >Kemynouka. [Ipu xopoHaporpaduu NMpU3HAKK BBIPAKEHHOTO
arepockiiepoTndeckoro nopaxenus (6onee 50%) orcyrcrByror. PesynbraThl pa-
JTUOHYKJIMIHOTO MCCIIEOBAaHUS CBUACTEIBCTBYIOT O PACIIMPEHUN TIOJIOCTEH cep-
11a, HapYIIEHUU JIOKAJhbHOW COKpaTUMOCTU Ha (oHe AU(PGY3HOTO CHIKEHUS CO-

KpaTUMOCTH MUOKap/a, CHWKEHUU (Ppakiuu BbIOpoca 000X KETyJOUYKOB, HAJIU-
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g U (y3HBIX U 0YaroBbIX Ae(eKTax HAKOIUICHHUs mpernapara (CUMHTUTpadus
Muokapa Tammem-201).

Hns nuddepennmanpHoi quarnoctuku ¢ apyrumu KMIT (AIDK, amunioun-
7103, CApKOUI03, Jp. WHOUIBTPATUBHBIMHU THUIIAMH), BOCTIAJUTEIbHBIMH 3a001€Ba-
HUSIMU MUOKapJia U OLIEHKHA PUCKA CMEPTH MPOBOISAT MAarHUTHO-PE30HAHCHYIO TO-
morpaduto (MPT), npu KoTOpo¥ BBISBISIOT KOPOTKHM MEPUOJ IOJTYBBIBEIACHUS
raJl0JINHUS, IATHUCTOE «MSTKOE» OTCPOYEHHOE HAKOIUICHHWE TaJI0JIUHUSA U AKWHE-
3UIO/TUCKUHE3UIO C MO3/IHUM HAKOIJICHUEM TaJI0JIMHUS B NepeHe-0a3abHON Ya-
CTH NEPETOPOJKH MJIM MANWUIAPHBIX MBIIIIAX, PEAKO KUPOBOE 3aMELICHUE B IIpe-
Jienax CTEHKH JIEBOTO JKENy/I0YKa U TNIOOAIbHYIO0 MPOAOJIBHYIO AedopMaluio, sB-

JISTIOLIYIOCS XapaKTEPUCTUKON MPOrHOCTUYECKOTO pPUCKa (pHC.).

4 p<0,01
60 F peo,01 6o r p<0,05
p<o0,001 p<0,01
[ —_— -
- 3
40 40
2 2
S s
* 20 Nl rmAa+
rea + OM+ OM+
P4+ (TUA+ OB+ OB+ OB+
o rPA ruAa rma w KAO| | KAo| kAo K40

Pucynox - ['mo6anbnas npoponbpHas nedopmanus, BeisiBiasiemas npu MPT —
JOTIOJTHUTENbHBIA (PAaKTOP OIEHKHU mporHoctuyeckoro pucka (I'PL — rmobanbHas
npoaosbHas nedopmarus, 'L/ — rmobanshas nupkynspras nedopmarus, ['PI] —
rioOanbHas paauanbHas aegopmanusi, KJIO — koHeuHbIN quacToandeckuii oobem,
®B — ¢paxius Beidpoca, ®M — konmdecTBeHHas olleHKa (Guodpo3a Muokap/a)

DHaoMHOKapaAualibHas OWOICHUS KaKk METOJl Bepu(pHUKalUM JUarHo3a Hc-
MOJIB3YeTCS PENKOo, Tak Kak HeT crnenuduueckux mnpuszHakoB JJKMII, a monu-
MOP(PHOCTh MHOKapJia TIPH 3TOM 3a00JICBAHUHM HE MMO3BOJIAET W3MEHEHUS, BBISB-
JICHHBIE B OMoOMNTAaTe, NEPEHOCUTh HA BECh MUOKApA. DTOT METO/]| IOKEH UCIOJb-
30BaThCA MpU MpoBeaeHUH TUu(GHepeHINaIbHON TUArHOCTUKU C JPYTUMHU 3a00Jie-
BaHUSIMH, UMEIOIIUMH XapaKTEPHbIE TATOTHOMOHUYHbBIE MpU3HAKU. KilnHnueckue
MOKAa3aHUs K 3HIOMUOKapAUAIbHON OMOICUU C KJIACCOM M YPOBHEM JOKa3aTellb-

HOCTH IMIPEJICTaBJICHbI B TAOJIHIIE.
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Tabnuna - Iloka3zaHust A7 BBINOJHEHUS HIOMHOKApAHAIbHON Ouorcuu

(Cooper L.T. et al. Circulation 2007;116: 2216-2233)

Knnnuka

Knacc pexomen-
nanui

YpoBenb  J0Kaza-
TEIbHOCTH

[TosiBneHue cepeyHON HEIOCTATOYHOCTH MEHEE 2 Heelb
MIpU HOPMAJIBHBIX pa3Mepax win aunatanuu JOK

B

[TosiBneHune cepJeyHON HEJTOCTaTOYHOCTH 2 Held. — 3 Mec.,
accouurpoBanHou ¢ gunartanueit JIK, mosiBnenuem KA,
Omokanpl 2-3 CT. MJIM OTCYTCTBUU PEAaKIMH Ha OOBIYHYIO Te-
panuto B TeueHue 1-2 Henenb

CepaeuyHasi HEIOCTAaTOYHOCTh Oojiee 3 MecC., aCCOIMUPOBaAH-
Has ¢ qunatanueit JDK, mossinennem KA, Onokaaer 2-3 CT.
WIA OTCYTCTBHH PEAKIIMU HAa OOBIYHYIO TEPAIHIO B TCUCHUE
1-2 wenens

E}

Cepaeunasi He1OoCTaTOYHOCTh, oOycnoBnenHas JIKMII mro-
00i1 JUIUTEHOCTU C TOJ03PEHUEM Ha AJUICPTUYECKUM WITU
303UHO(DHUIIbHBIN TCHE3

lla

CepaedHas HEJIOCTAaTOYHOCTh MPH MOJAO3PEHUU Ha aHTpa-
uUKIMHOBYI0 KMIT

lla

CepaeuHasi HEIOCTaTOYHOCTb, OOYCIIOBJIEHHAsE HEOOBSCHU-
Mot PKMII

[Togo3penue Ha OMyX0JIb Cepia

Ia

Ia

Heobwsacuumbie KMII y nereit

Ia

HoBas cepmedynasl HeIOCTaTOYHOCThL 2 HEN-3 Mec, 00yCIIOB-
nmennas mgunatanuer JDK, 6e3 HoBeix JKA wmmm Onokanm 2-3
CT., OTBEHaromlas Ha OOBIUHYIO TEpanmuio B TedyeHue 1-2
HeJelb

b

Cepaeunasi HeZJOCTaTOYHOCTH Oosiee 3 Mec, 00yCIIOBICHHAS
nunaranueii JDK, 6e3 HoBbix KA umu Omokan 2-3 CT., OTBe-
Yarolas Ha OOBIYHYIO Tepanuio B TeueHue 1-2 nenenpb

b

CepaeuHasi HEIOCTaTOYHOCTb, OOYCIIOBJIEHHAss HEOOBSCHU-
moit 'KMII

b

ITono3penne na AJIIDK

b

HeoOpsacuumas JKA

b

HeoOwsacuumasa OI1
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B GonpmmncTBe cimyuyaeB auarno3 JAKMII ycranaBiauBaeTcst mociae MCKIIO-
YEHUsl APYTUX NPUYMH KapAUOMETajuu U XPOHUYECKON CEpACYHOW HEA0CTaTO4-
HOCTH.

Jleyenue. llenpio Tepanuu npu JKMII sBnsercs ynydmenue QyHKIHMO-
HAJIBHOTO COCTOSIHUSI CEpJilla, KOPPEKIUs CepACYHONW HEIOCTATOYHOCTH, Mpodu-
JIAKTHKA U JISYEHHUE OCI0KHEHUH (TpoMOOIMOO0INH, apUTMHUN ).

[TarueHTamM pPEeKOMEHIYIOT OTpaHHYEHUE (PU3NYECKON HArpy3Ku, TUETpe-
KM C YMEHbBIIIEHHEM NOTPEOJICHNs TOBAPEHHOM COJIM U KUIKOCTH.

CpenctBamu niepBoro Beioopa juist jgederus JIKMII sBastoTcs HHTHOUTOPHI
AII®, Ha3HauEHHE KOTOPBIX LIEIECO00pa3HO HA BCEX CTAAMSAX Pa3BUTHUS OOJIE3HU.
Nurubutopel AII® ymeHblIaloT JaBiI€HHE B JIEBOM MPENCEPAUN U CEKPELUI0
BNP, 4To mpuBOIUT K CHUKEHUIO HAIMPSKEHHOCTH HEHUPOTryMOpPaJIbHOW peryJis-
IUH, TPEIYNPEKIAI0T Pa3BUTHE HEKPO3a KapIMOMHOLUTOB, OKAa3bIBAIOT aHTU(PHUO-
poTHYecKoe AecTBHE, CIIOCOOCTBYIOT YMEHBIICHUIO CTENIEHU MUTPAIbHOU peryp-
TUTAIHH.

Nurubutoper AII® xoMOunupyror ¢ B-agpeHobmokatopamu. [Tpumenenue
B-anpeHo010KaTOPOB MOKA3aHO MPU XPOHUYECKOH Cep/IeYHON HETOCTaTOYHOCTH, a
TaK)Ke JJI1 KOHTPOJISl 4aCTOThl CEPJICUHBIX COKpAIICHUN MalleHTaM C CUHYCOBOU
taxukapaueit, ubdpwusanuen npencepauii. [lpu JKMII B-agpenoGiokatopsi
YMEHBIIAIOT MATOJIOTMYECKYI0 aJpEHEPTUUECKYI0 CTUMYJIALINIO, YIYy4lIaloT reMo-
JUHAMUKY, WIIEMHUI0 MHOKap/a ¥ TMOBPEXKICHUS KapJIUOMHUOIIMTOB, TEM CaMbIM
YIIyYIIAIOT MPOTrHO3, KAYECTBO XU3HU M BBDKMBAEMOCTh MallMeHTOB. M3BecTHO,
YTO MPU MPUMEHEHUH [-apeHO0JIOKATOPOB HAOII0AI0T ABY(Pa3HYIO PEaKIIMIO:
YXYALLIEHUE COCTOSHUS B HavaJie JICUeHUs1, O1aronpusTHeIA 3PQPEKT Npu JUIUTEb-
HOM MPUMEHEHUH.

ITpumenenue uaruoburopo AII® u B-agpenodrokaropor npu JJKMII Tpe-
OyeT 0CTOPOKHOCTH, MOCKOJIbKY MpenapaThl BbI3bIBAIOT CHIXKEHUE apTEPHAIbHOTO
naBieHuss U (pakiuu BbiOpoca. BriOOp KOHKpETHOTO MpernapaTta Oonpeaesnsercs

MEPEHOCUMOCTBIO, PEAKIINE apTeprabHOTO JIaBIIeHUs, TOOOYHBIMH 3PP EeKTaMH.
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Kak u npu nedyeHnn cepevyHor HEA0CTATOYHOCTH, BBI3BAHHOM IPYTHMHU 3a-
00JeBaHUAMHM, TPAJTULIUOHHO OOJIBIIOE 3HAUEHUE UMEET IPUMEHEHUE TNYPETHKOB,
KOTOpbIE HA3HAYal0T, KOMOMHUPYS C aHTarOHUCTaMH aJIbJIOCTEPOHA.

[IpemapaTsl quruTamica MoKa3aHbl MPU MOCTOSHHOW (Gopme hubpuIsIImu
npeacepauit AJisk KOHTPOJIS 32 YACTOTOM CEepACUHBIX COKpalleHUui. JIMCKyCCUIo BbI-
3bIBAET 11€JIeCO00PA3HOCTh Ha3HAaYeHUsl TUrokcuHa y namueHTon ¢ JKMIT nuzkoi
¢dpaximeit BbIOpoca U CHHYCOBBIM PUTMOM. B TIpOBEZICHHBIX UCCIIETOBAHUSIX MPU-
MeHeHue nurokcuHa y mnanueHtoB ¢ JKMII u cuHycOBBIM PUTMOM TO3BOJIHIIO
CHU3UTH YaCTOTY FOCHUTANM3ALUUN, 3aMEUIUTh POIPECCUPOBAHUE CEPIACYHON He-
JIOCTAaTOYHOCTH, OJIHAKO O0IIasi CMEPTHOCTh HE U3MEHUIIACK.

Jist mpoduIakKTUKU U JICYCHHUS] OCIOKHEHHM Ha3HA4YaroT aHTHapUTMHYe-
CKH€ TMperapaThl, a TaKKe€ AHTHKOAryJSIHTHbIE CpelcTBa M ae3arperanthbl. [lo-
CKOJIbKY aHTHAapUTMUYECKHUE IpenapaTbl HE JOJIKHBI YTHETaTh COKPATUTEIIbHYIO
GYHKIHUIO MHOKap/a W yCyryOJsiTb HapylleHUs MPOBOJUMOCTH, MPEANOYTCHHE
OTJaeTcs mpenapaTaM 3-i TPYIIbl aHTHAPUTMUYECKUX CPEJICTB — aMHOJApPOHy U
coranoity. B ciiydae pa3BuTHs cepAeuHbIX OJ0KaJ UMIUIAHTUPYIOT KapAHOCTUMY-
JSTOP, IPU BO3HUKHOBEHUHM CUHKOMAJIbHBIX COCTOSTHUM WJIM 3IM30]10B BHE3ATHOU
CMEPTH TOKa3aHa YCTAaHOBKA aBTOMAaTUYECKOTO WMMILIAHTUPYEMOTo AehuOpuiiis-
Topa. [[ByxkaMepHasi dJEKTPOCTUMYJISIMS Y OOJIBIIMHCTBA MAIUEHTOB YJydIlaeT
BHYTPHUCEPJCYHYIO T€MOJUHAMUKY, MOBBIIIAET COKPATUTENbHYIO (PYHKIHIO MHO-
KapJia ¥ CHIXKAET KJIACC CePAEYHON HEAOCTATOYHOCTH.

Ha3nauenue anTtuarperanToB mokaszaHo Bcem manueHTtam ¢ JKMIIL Asnb-
TEPHATUBON QHTUKOATYJISTHTAM MOKET BBICTYINATh acnupuH. COBpEMEHHBIH KOH-
TpoJib 32 3G (HEKTOM T03UPOBOK AHTUKOATYJSHTOB (Bap(daprHa) MpOBOIAT IO TO-
KazaTesisiM KoaryjaorpaMmbl, moja0upas J03bl TaKUM oOpa3om, 4TOObI BETWYMHA
MEXTYHAPOTHOTO HOPMAIM30BaHHOTO OTHOIIeHHS cocTaBisuia 2,0—3,0.

HemennkamMeHTO3HbIE METOJIbI JICUEHUS - AJIEKTPOPU3NOIOTUYECKUE, CTBO-
JIOBBIE€ KJIETKHU, XUPYPTHUECKOE JICUEHUE — TPAHCIUIAHTALMIO CEep/lla, TPUMEHSIOT
y MAIUMEHTOB ¢ pepaKkTEPHOCTHIO K METMKAMEHTO3HOMY JiedeHuto. [lokazanusamu

K ONEpPaTUBHOMY JICUEHUIO SIBJISIOTCS OBICTPOE MPOTPECCUPOBAHUE CEPACYHON He-
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JIOCTaTOYHOCTH, PA3BUTHE JKU3HEYIPOXKAIOIIMX APUTMHM, BBICOKHW PUCK TPOM-
003MO0IMYECKUX OCIOKHEHHUM.

IIporno3s. Ilpu JIKMII nporno3 nebmaronpusiteH. Kak mnpapuio, mporpec-
CUPYET YXYIIICHUE JKEeIyJA0YKOBBIX (PYHKITHH, TPOMOOIMOOINYECKHIE OCIIOXKHE-
HUS WM HapymeHus putMa. [lo mamaeim Framingham study, gepes 5 ser mocie
MOSIBJICHUSI CUMIITOMOB 3a0osieBanust ymupaeT 42% xeHnmwH u 62% MyX4uH.
JIByXJIeTHSISI BBRDKUBAEMOCTh OOJBHBIX ¢ cemeiHoi ¢opmoit JIKMII cocraBiser
36%, npu BUPYCHOM/MMMYHHOU »THOJNIOTHH - 59%, mpu ankorosbHOU — 79%.
JlonrocpodHOoe BBDKMBAHHME MPOIMOPIIMOHATILHO TSKECTU 3a00JIeBaHUS W paHHEU
JAUArHOCTUKMU. MeI[I/IKaMeHT03HO€ U XUPYPTHUUICCKOC JICUCHUC YJIYUIIArOT ITPOTHO3.
ITocne TpaHCINIaHTaOuKu CCpAla ACCATHUIICTHAA BBIKHMBACMOCTH COCTABJLACT 70-
80%.

Myxuunsbl, 6oneromue JIKMII, nepenocsT 3abojeBaHue TspKenee, 4em
JKEHILUHBI, U XUBYT MeHbIe. XKenmunam ¢ JIKMII cienyer n3berats 6epeMeH-
HOCTH, TaK KaK 4aCToTa MaTepHHCKOﬁ CMCPTHOCTH IIPH 3TOM AMAIrHO3C OYCHb BbI-
COKa, K TOMY K€ OTMCYUCHEI CJIy4dHu IMPOBOIHUPYIOIICTO BIMAHUA 6epeMCHHOCTI/I Ha
pa3BuTHE 3a00JIeBaHUSI.
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