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SUMMARY. The article examines the genetic causes of the development of some hereditary
forms of cardiomyopathies associated with gene mutations, as well as the relationship of genetic
mutations with clinical manifestations. Complications, main methods of diagnosis and treatment
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considered.
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Junaranmonnas kapauomuornarus (JJKMIT) —
rpynna 3a0oyieBaHW, TPUBOASIINX K YBEIH-
YEHUIO pPa3MEepOB IOJIOCTH JIEBOTO IKEITyJ0uKa
(JDKX) m ero cucrommueckoi AUCHYHKIINH, HE
ACCOIMMPOBAHHBIX C KIAMAaHHBIMH TIOPOKaMH
cepala W KOPOHAPHBIM aTepoCKIEPO30M, MPO-
SBJBTIONAMHACS  CEPICYHON HETOCTATOYHOCTHIO
(CH), a Taxxe mpeapacmoioKeHHOCTBIO K pas-
BUTHUIO JKEIYJOYKOBBIX apUTMHUN M BHE3AITHOU
cepaeunoit cmeptu (BCC) [10, 12, 15].

3abo0sieBaeMOCTh COCTaBIAET 5—8 ciydaeB
Ha 100 000 HaceneHnus B rog. Myk4uHBI O0Je-

10T B 2—3 pasa uvamie, 4eM >KeHIuHbl. CpeaHuii
BO3pacT NalMEHTOB BapbupyeT oT 30 no 45 ner
[11].

CornacHo EBporieiickoit accouuanuu Kapiuo-
soroB ot 2008 1. quaTalmoOHHbIe KapAMOMHUOIIa-
THH KIaccupuiupyroT Ha [21]:

1. Cemeitanie JJKMIT:

* FCHETHYCCKUH Ae(EKT yCTAaHOBIICH;
* FCHETHYCCKHUH Je(EKT HE YCTAHOBJICH.

2. Hecemeiinbie (Herenetuyeckue) JIKMII:

* UIUOIMATUYCCKUE;
* FeHETHYCCKUH Je(eKT YCTaHOBJICH.
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Okono 50% Bcex ciaydaeB AuiIaTalliOHHOM
KapAMOMUONAaTHH HMEIOT T€HETHYECKYI0 3TH-
onoruto [7, 14], ormeuaercs nepenaua JJKMII
[0 HACJEJICTBY KaKk MOHOTEHHOE 3a0oJieBaHUE
C ayTOCOMHO-JIOMHHAHTHBIM (TIPEUMYIIECTBEH-
HBI TyTh HAaclelIOBaHWA), X-CIEIUICHHBIM,
ayTOCOMHO-PEIIECCUBHBIM (TIPU  POACTBEHHBIX
Opakax) MexXxaHW3MaM{ HAaCJCAOBAHUS U C MH-
TOXOHJPHUAIBHBIM HACJIEIOBAaHUEM IO KEHCKOH
JuHUU. J10 BHEAPEHMSI METOJOB MOJIEKYISIPHOM
JUArHOCTUKU CHCTEMaTHYEeCKUH KapJIuOJIOTH-
YEeCKUH CKPUHUHT POJCTBEHHHUKOB OOJIBHBIX
JKMII npuBonuna K BBISIBICHUIO BEpPOATHOTO
cemeitHoro 3aboneBanuss B 20-35% ciydaes:
ObL10 OOHapykeHo Ooinee 50 reHOB, CBA3AHHBIX
¢ pasButnem 3aboneBanus [5, 10]. [puumramu
passutus JIKMII sBnsrorcst u gedekTsl capko-
MEpHBIX OeJIKOB KapAHMOMHOIINTOB, TaKWX Kak
CepJIeYyHbI aKTHH, a-TPONOMHUO3UH. B pa3Bu-
i HacaenactBeHHbIx JIKMII crama m3BecTHa
posib OElKOB ITUTOCKeNeTa, KOoTAa 3a00jieBaHUA
CEepJIEYHO-COCYIUCTON CHUCTEMBI ABISIOTCA HE
€IMHCTBEHHBIM (PECHOTHITNYECKUM TIPOSBICHHEM
JKMII, a coyeratoTcs ¢ HEHPOMBIIICYHBIMU
CUMIITOMaMHU. DTUM 00ycloBIeH TOT (pakT, uTo
HEKOTOpbIE€ T'eHBl, BBI3BIBAIOIINE pa3BUTHE Te-
Hetudecku oOycnoBinennord JIKMII, BmepBbie
OBLITM OTKPBHITHl U ONKCAaHbl UMEHHO B CBSI3H C
HAaCJIeJICTBEHHBIMU HEHPOMBIIIEYHBIMU 3a00I1e-
BaHHUSIMH. B Hacrosiee BpeMs pazpaboTaHbl al-
TOPUTMBI JTMaTHOCTHKH HACJIEICTBEHHBIX (OopM
JKMII, ocHOBaHHBIE Ha JaHHBIX aHAMHE3a,
KJIIMHAYECKOTO W MHCTPYMEHTAIBHOTO HCCIEH0-
BaHMS, a TAK)Xe JIOMOJHEHHBIE COBPEMEHHBIMU
MOJIEKYJISIpHO-TeHEeTHYe CKUMH MeTomamu [19].

Cewmeitnas JIKMII sBisieTcst Bo3pacT3aBUCH-
MO marosiorueil: OoJbllas 4acTh SBHBIX (HOpPM
9TOrO BapHaHTa 3a00JieBaHUS JUATHOCTHUPYETCS
y manueHToB B Bo3pacte 40-70 ser, mpu ToM,
YTO Hayajo 3aboyieBaHus y Oojee MOJOIBIX JIHO-
nelt "He siBisiercs peakuM. Y OonbHbIX ¢ JIKMIIT
TeHeTHYECKHUE HCCIIEIOBAaHUS PETUCTPUPYIOT
Hanmuure Ooyiee OTHON MOTEHIIMAIBHO OOJIe3HEeT-
BOpPHOU MyTauuu. MHOrue U3 MyTalHui SBIISIOT-
Csl «MOJTYAIIIMMI», HO COBPEMEHHBIMH yUE€HBIMHU
oOcy’kJaeTcs HOBas MOJIETh OJUTOT€HHOTO Ha-
cienoBaHus (3a00jIeBaHUE, BBI3BAHHOE HEOOJIb-
UM YWCJIOM MYTallMi B pa3iUYHBIX T'eHax),
CrocoOHasl BEI3BaTh 3HAYUTEIbHBIC 3aTPYIHCHUS
IpU  TPOBEJEHUU TEHETUYECKOTrO0 KOHCYJIbTU-
poBaHMs B NOKJIMHHYECKON nuarnoctuke [10].
B mnacrosmee BpeMsi M3BECTHO 3HAYUTEIBHOE
YUCJIO TEHOB amoINTo3a, MIPOAYKTHl KOTOPBIX
CIOCOOHBI KaK COKpaIarh MPOJI0JDKATEIHLHOCTD
JKU3HH KJIETOK, TaK ¥ OKa3bIBaTh MPOTEKTUBHOE
neicTBre (aHTHAonTO3HbIe TeHbl). Hapymenue

paBHOBECHS MEXIYy HHUMU MOXET OBITh (akTo-
POM, CIIOCOOCTBYIOIIMM PAa3BUTHIO AMJIATALUU
MHOKap/a U MOCIEAYIOEMY Pa3BUTHIO CEpAcU-
HOHM HemocTarouHocTw W aputmuid [13]. IKMII
MOXKET OBITH O0YCIIOBJIEHA MYTallMsIMU B TCHAX,
KOIUPYIOIUX WJIM MOAYIUPYIOIINX HOHHBIE
ka"anel (PLN, RYR2 u SCNS5A). MyrtanTtHbie
OCNKM BBI3BIBAIOT JTUCPYHKLIUIO HATPHEBBIX,
KaJIbLIUEBBIX U KaJUEeBBIX KaHAJOB, YTO MOAJEp-
JKUBaeT ajJbTePHATUBHBIA MEXaHM3M pPa3BUTHUSA
JUJIaTallly, BEI3BAHHOM, MIpeXk/ie BCEro, Hapylle-
HUEM DBJIEKTPUUYECKOW (YHKLIUU KapAHOMHOLM-
TOB, @ HE UX CTPYKTYPHBIM JeekroM. B yacTHoO-
CTH, MUCCEHC-MyTaluu B reHe SCNS5A, koTopbie
yalie CBs3aHbl C CHHApPOMaMH bpyrana m ymim-
HEHHOro uHTepBaina (7, B ciyyasx CEeMEHHOU
dbopmer IKMII 3HAUUTENTBHO TOBBIMIAIOT PHUCK
pa3BUTH apUTMHUI W HapyLIEHHs MPOBOAMMO-
ctu [2, 4].

K passururo JIKMII npuBoAsT He TOJBKO
TeHeTUYeCKHe MPUYUHBI, HO ¥ BO3/IEWCTBHE XU-
MUYECKHX BEIIECTB, CIIOCOOHBIX MHUIIMHPOBATH
pasButue 3aboneBanus. Hambonee vacTeiMu w3
NOJAOOHBIX MPHUYUH SBISIETCS 3J0yNOTpeOIecHe
aJKOrOJeM W TMpUEM XHUMHUOTEpPANEBTUUYECKUX
npenapatoB. [Ipuunnoi pazsutusa JKMII mo-
KeT OBITh MHOKapIuT, apTepHaslbHasl THIIEPTCH-
3usg [10].

B Hacrosmee BpeMs H3y4YeHBI IaTOTE€HETH-
YECKHEe MEXaHU3MBI, JIEKAIIUE B OCHOBE PAa3BH-
tust JJKMII. Tak, pemonenupoBanue cepana npu
3TOM 3a00JIEBAHUH ACCOIIMHPOBAHO C THIIEPTPO-
¢ueit kapauomuoruroB (KMILI), Bo3HUKaromien
u3-32 armonTo3a, HeKpo3a, ayrodaruu, 4Tto co-
MPOBOXK/IAaeTCd HM3MEHEHHEM KadeCTBEHHOTO U
KOJIMYECTBEHHOTO COCTaBa CTPOMBI MHOKapja.
[Mpu AKMII HaGnronaeTcsi akTHBAIMS JKCIIPEC-
CUU T€HOB Yy B3pOCIJIOrO YeJI0BEKa, BOSHUKIIAS B
pe3ynbTare MpoLeccoB MOPOYHOro MeTadoIrye-
CKOI0 MPOrpaMMHPOBAHUs, MPOUCXOSAIIET0 Ha
jTane BHYTPUYTPOOHOIO pa3BUTUSI OpraHU3Ma.
V 6oapnbIx ¢ JIKMII oTMedeHO, UTO IIUTEIb-
HOE IMOBBIIIECHUE CHMIIATUYECKOW AKTUBHOCTHU
BEreTATUBHOM HEPBHOM CHUCTEMbl NPUBOJAUT K
CHHKCHHIO YYBCTBUTEJIbHOCTH, YMEHBIICHHIO
TUIOTHOCTH  OeTa-apeHOoperenTopoB  CapKo-
neMMbl KapanomuonutoB [8]. Hapymenus o0-
MeHa KalbliMs WTPAIOT BAXKHYIO POib B Qop-
MUpPOBaHUM cucToIMyeckor aucynkuuu JIK.
Honb! KanabIus NPOHUKAIOT BHYTPH KIETOK Ye-
pe3 cnenuduueckue KaHajisl L-Tuma Bo Bpems
Ka)KJOTO CEpAEYHOr0 COKPAILIEHUS U BBI3BIBAIOT
BBICBOOOXK/IEHHE KaJbLIM IIyTEM aKTHUBALUH
pPUAHOJUHOBBIX PELENTOPOB, YTO MPUBOIUT K
KpaTHOMY TIOBBIIICHHIO KOHICHTPALlMM BHY-
TPUKJICTOIHOTO Kayibius (6osee wem B 10 pa3z).
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B Hacrosiee BpeMs MpU3HAHO, YTO aKTHBALUS
PAAC (peHWH-aHTHOTEH3UH-aJIbhJI0CTEPOHOBOM
CUCTEMBI) — HEOTheMJIeMasi COCTABIIAIOIIAS Ta-
torere3a npu JAKMII, He3aBucUMO OT ee 3THO-
norun. Cepaeunas Henocratounocts (CH) npu
JKMII conpoBoxaercss akTUBalMENd CUHTE3a U
CeKpelnu MPEeICepAHOTO U MO3TOBOTO HATPHIi-
ypeTudeckoro nentuaa B cepaie [20].

Knununueckue nposiinenus JKMII pa3puba-
I0TCSI TIOCTETIEHHO, TI03TOMY UIUTEIIEHOE BpeMs
OOJIBHOI aKTHBHO K00 He mpenbsBiuser. Pas-
JUYAIOT CIEeAyIoUMe KIMHUYECKHEe BapHaHTHI
pazsutus JAKMII: u3zonupoBaHHOE mopaxkeHue
MHOKapJia, MPEBaIUPOBAHUE CHUMIITOMOB CeEp-
JICYHOM HEeIOCTaTOYHOCTH, HApyLICHUW pUTMaA
Y TIPOBOJMMOCTH, HEPBHO-MBIIIEYHBIX CHUMIITO-
MOB, BbICOKMH ypoBeHb K®K, nomumoprannoe
nopaxenue [17, 20].

OCHOBHBIMH KJIIMHHYECKUMH TIPOSIBICHUSIMHI
JAKMII sBisiroTCs:

* Xponuueckas  cepoeuHas  HeOOCMAamou-
Hocms (XCH). CuMIITOMBI 00YCITOBJICHBI 3a-
CTOMHBIMH SIBICHUSIMH 110 MaJloOMy H OOJIb-
IOMy Kpyry KpoBooOpamieHusi (OTeKH, op-
TOIHOY, MapOKCU3MallbHasl OJBIIIKA) /UK
CHIDKEHHBIM CEp/ICYHBIM BBEIOpOCcoM (00mias
¢1a00CTh, YCTAIOCTD, ONBIIIKA TIPU HATPy3-
ke). Yame Bcero cumnrombl XCH pa3BuBa-
IOTCS MEJUICHHO Ha MPOTSHKEHUH HECKOJb-
KHX MECSAIEB, HO BO3MOXKEH W TIOAOCTPHIN
NeO0T TpW HAIWYWW aHaMHe3a IIpeJliie-
CTBYIOIIEro WH(GEKITMOHHOTO 3a00JIeBaHuUs
(OPBU, rpunmn, maeBmonus). B 80% ciryda-
€B MAIMeHTHl 00paIaloTCs 32 MEIUITHHCKON
MOMOIIBIO B CBSI3U C IMPOTPECCUPYIOLIEH
OJIBITIIKON MU OpTOTHO? [18].

» Tpombosmbonuu  (sxkaouas — UHCYIbM).
Hctounnkom Tpom6OoB npu JIKMII (B cBsi3u
¢ KapauoMeranuei u GuoOpwLIsaIuen npeai-
Cepauil) SIBISETCS YIIKO JIEBOTO Tpencep-
nmust. TpoMOO3bI M SMOOIUU BCTpeUarOTCA
npu AKMII B 1,5-3 pasa uvame, uem npu
JIpyTUX OOJEe3HAX C COMOCTaBUMOW TSIKe-
CTBIO CEepIeYHON HEeIOCTaTOYHOCTH, HO B
Ka4ecTBE TEPBOTO CHMMTOMA 3a00JeBaHUS
SMOO0JIIH BEICTYTAIOT peako [18].

* Apummuu. HapyleHHus CepaedHoro puT-
Ma M MPOBOAMMOCTH TMOSIBIAIOTCS BMECTE C
cumnToMamu XCH; B HEKOTOPBIX CIydasix
(y manuentoB ¢ HaciencteHHoi JIKMIT)
MOTYT MPEIIIECTBOBATh CHUMITOMAaM CeEp-
JIeuHOU HegocTatoyHoCTH [18].

* Buezannas cepoeunas cmepms (BCC).
JIKMII MOKeT HE BBISIBIATHCS KIIMHUYCCKH;
00Hapy)KHUBaeTCs P Pa3BUTHUU TOTATHHOU
HEJOCTaTOYHOCTH CepJIla C BEHO3HBIM 3a-

CTOEM B MajoM U OOJIBIIOM Kpyre KPOBO-
oOpamieHnst W3-3a CHWXKEHHOW COKpaTh-
TEJIHHOU CMOCOOHOCTH O0OWX YKETyTOYKOB
ceplia — B 3TOM CITy4ae MalrueHThl MPeab-
SIBIITIOT HKaJIOOBI HAa HEMOTHBHUPOBAHHYIO
c1aboCTh, TOBBIIMIEHHYIO YTOMJISIEMOCTb,
OJIBIIIKY TIpU (U3MUECKOW HArpy3ke W B
MIOKO€, TOJIOBOKPY’KEHHUE, cepiledneHue,
HaJu4he OTEKOB HIKHHUX KOHEYHOCTEH,
yBeJIMYEHHE KMBOTAa B JAMAMETpPE 3a CUeT
acuuta. [Ipenuxropom BCC mpu JAKMII
CUHUTAIOT CHHKONAJIbHBIE COCTOSHUS BCIEN-
CTBHE DJIEKTPUYECKOH HECTaOMIBLHOCTU
Muokapna. Ykazauusi Ha BCC B cemeitHoM
aHaMHe3e — TOKa3aHWe [JIsi yCTaHOBKHU
UK]l (uMmmaHTHpyeMOTO KapauoBepTe-
pa-neubpuniaiaTopa) — BTOPHUYHAS TIPO-
¢dbunaxtuka [20].

IIpn ¢usukanpHOM 00CIEOBAaHUH OOIHHBIX
¢ JAKMII nepkyTopHO olpenensieTcss 3Ha4yu-
TEJIbHOE paCIIMPEHHE TPAHUIl OTHOCUTEIHbHON
CepIICUHON TYMOCTH; CIeUU(PUICCKUX ayCKYIb-
TatuBHBIX Tpu3zHakoB JIKMII He cymiecTByer.
IIpn oTHOCHTENBHON HEIOCTATOYHOCTHU aTPUO-
BEHTPUKYJSPHBIX KJIAMAaHOB  BBICIYIIMBAETCS
cucronuveckuii mym, a Takxke 11l ToH, 00ycnos-
JUBAIOUIMN NpU TaXUKapIAUU CTOUKHH pUTM
rajorna. BBISBISAIOTCA THUIWYHBIE IS TOKEION
3actoiiHoii CH m3MeHeHHs cO CTOPOHBI JPYTrHX
OpTaHOB M CHCTEM: OTEKH HIKHUX KOHEUYHOCTEH,
YBEJIMYEHHE B pazMepax IMedeHH, (pU3uKaIbHbIe
MpU3HAKY TIeBpHUTa, aciuTa [18].

N3BecTHBI 0COOEHHOCTH KIIMHUYECKOTO Teve-
HUSI HEKOTOPBIX ceMeiHbIX Gopm JKMIT:

o JIKMII, cBs3anHble C pAedexkramMu TIeHa

nuctpoduna. Haspanue Genka muctpodu-
Ha CBSI3aHO C MBIILIEYHBIMH JUCTPOPUIMH
Miomena u bekepa, KOTOpble SBISIOTCS
TSDKEJIBIMU, TEHETUYECKH OOYCIOBIICHHBI-
MU HEHPOMBIIIEYHBIMU 3a00JIEBaHUSAMH.
Bapuant [iomena xapakrepusyercs Ooinee
arpeccUBHBIM TeUeHHEM 3a0o0yieBaHUs, Obl-
CTPBIM DPa3BUTHEM W MPOTPECCHPOBAHUEM
MBIIIEYHON cIab0CTH, PAaHHUM BOBIICUCHH-
€M B IIPOIIeCC JBIXaTeNbHON MYCKYyJIaTyphl
1 THOeNnbi0 OONMHHBIX B MOJIOOM BO3pAacTe
[0 MPHUYMHE OCTPOM JbIXaTeNbHOW HENO-
cTaroyHocTU. YacTto y OONBHBIX C MBIIIEY-
HBIMH JAUCTPODUAMU OOHApYyXKHBaeTcs ma-
TOJIOTHSI CEPIIEYHO-COCYAHCTON CHUCTEMBI
B BHUJI€ CHHYCOBOH TaxWKapauu, 1e(eKTOB
MIPOBENICHUS CEPJICYHOTO HMITYJIbCa, pas-
Butus JKMII u cepaeuHoil Hemocrarou-
Hoctu. KapnuanbHbIl GeHOTHIT OTIHNYaeT-
Cs y OONBHBIX C MBIMICYHONW AUCTpodueit
JromieHa U ¢ MBIIIEYHOW Auctpoduei be-

UNIVERSITY THERAPEUTIC JOURNAL

VOLUME 3, N 2, 2021

ISSN2713-1912



0630Pbl

67

Kepa. B mepBoM ciydae maTonorus cepied-
HO-COCYAUCTOM CHCTEMBbI MOXET HE HUMETh
SIPKOTO KJIMHUYECKOTO MPOSIBJICHUS B CBSI3U
C BBIPQKEHHON MBIIIEYHONW CIA0OCThIO U
OTpaHWYCHHON (M3HUECKON aKTHBHOCTBIO.
Wnas ximHAYeckass KapTWHA HaOIomaeT-
csa y OOJNIBHBIX C MBIIMIEYHOW TUCTpOHEH
Bbekepa. B orcyTrcTBHE BBIpa)KEHHBIX MbI-
IIEYHBIX HAPYIICHWH W MPU OTHOCUTEIb-
HO COXpaHCHHOW (HU3NYECKOW aKTUBHOCTH
JKMII y Takux OOJBHBIX MOXET CTaTh
JIOMUHUPYIOLIEH B KIMHUYECKOW KapTHUHE
3a00JIeBaHMsI — B 3TOM cllydae HaOJro1aeT-
cs1 OBICTPOE MPOTPECCUPOBAHUE CEPIICUHON
HEJ0CTaTOYHOCTH B TeueHue 1-2 Jet, u 6e3
CBOEBPEMEHHON TpaHCIJIAaHTAllMKM CcepLa
OonpHBIE yMUparoT [19].

e JlamunoBelii renorun JAKMII, nerepmu-
HHUPOBAaHHOW MyTalMsIMU B TIEHE JaMHUHa
A/C (LMNA), accomuupyercsi ¢ BRICOKUM
puckom BCC nmaxke mpu OTCYTCTBHH 3Ha-
YUTEJIIbHOW JWJIaTallud KaMep cepaua Hu
JIEBOXKETYIOYKOBOM CUCTOJIMUECKON JIHC-
¢ynkuuu [3]. XapakrepHble YepThl Kapauo-
MHONATUH, CBA3aHHBIX C NIATOJIOTUEN JaMHU-
Ha, — MOpaxeHHUe nepru(epruyeCcKuX MBbIIII]
C TOSBJICHHEM CJIa00OCTH B HIDKHUX KO-
HEYHOCTSIX, IEpeBalMBaIOUIasics IOXOIKA,
TPYAHOCTH TIpW TiepeABMKeHuH (Oer, e3ma
Ha BEJIOCHITIEeIe, TTOIbEM I10 JiecTHHUIe) [19].

* Myrtanuu B reHe tutuHa (77TN), konupyro-
MeM THUTAHTCKHUH OelloK, MPHUKPETUICHHBIN
K Z-IHCKaM U TOJCTOW HUTH MUO3MHA, SIB-
JIAIOTCS ONHMMHU M3 HanOojiee pacmpocTpa-
HEHHBIX TreHeTndeckux npuuuH JKMII
U COCTaBISIOT OKoJO 25% ceMeWHbIX Hu
no 18% cnopaanueckux ciay4daeB. Pu-
JJAMEHTBl TUTHUHA OO0CCIEYHUBAIOT COOPKY
MUOGUOPHUIUT, CTAOWIM3AIUID U IOIIEP-
’)KaHHE IMACCUBHOM >KECTKOCTU CapKOMepa.
Bonpuioe konnuecTBO MHUCCEHC-BAPUAHTOB
(TOYEeUHBIX MyTalui, 00eCNeYnBAOIINX
KOIIMPOBAaHHUE JIPYyroil aMUHOKHUCIOTBI H3-
MEHEHHBIM KOJJOHOM) SIBIISTFOTCSI BO MHOTHX
CIy4asiX HENaTON€HHbIMU WM UX KIWHHU-
YecKas 3HAUYMMOCTh OCTAeTCS Heolpee-
JIeHHO#. [laToreHHbIMU CUUTAIOTCS yKOpa-
YUBAIOIINE TUTUH BapPUAHTHl — HOHCEHC U
CITAMCUHT MYTAallUH, & TAKKE €€ BAPUAHTHI,
MPUBOSIINE K CABUTY PAMKH CUUTHIBAHUSI.
TTN-ykopaunBatomue/ycekatomue (TTN
truncation) BapWaHTBl ACCOIMHPOBAHBI C
BBICOKMM PHUCKOM >KEIIYIOUYKOBBIX apUTMUN
C pa3BUTHEM HHTEPCTHUIIMAIBHOTO Qudpo3a
U BBIPAKEHHBIMU H3MEHEHUSIMU MUTOXOH-
JIpUaTbHON (DyHKIIMW KapAHOMHUOIIUTOB [2].

* B xnuHWYecKol KapTHUHE JECMUHOBBIX Kap-
JTUOMHOTIATHI Ha TIEPBBIN IIJIaH BBICTYIAIOT
HapylieHus: puTMa: OoJie3Hb AeOTHpYeT
HapylIeHUSIMU pUTMa (aTpPUOBEHTPHUKYISAP-
HOH MPOBOAMMOCTH), KOTOPHIE 32 KOPOTKOE
BpeMs MPOTPECCHUPYIOT, TPUBOASA K IOIHO-
My aTpHOBEHTPUKYJsipHOMY Onoky. Hepen-
KO CHHKOTAJNbHBIE COCTOSHUS SBISIOTCS
MEePBBIMH  KIMHUYCCKUMU TPOSBICHUSIMHU
3a0o0neBaHus M TPEOYIOT MOCTAHOBKHU JJIEK-
TpokapauoctumynstTopa. Hapymenus pur-
Ma — yYacTas MpUYUHA JIETaIbHOTO HCXO0/a
y 6ompHBIX ¢ JIKMII [19].
e Myranun B rene RBM20 (PHK-cBs3wiBa-
romuii 6enok 20), peryasTope criiaiicuara
(TO ecTh BbIpe3aHUs ONpeAeIeHHBIX HyKJIe0-
THUIHBIX TTOCIEIOBATEIEHOCTEH U3 MOJIEKYIT
PHK wu coegmaeHns mociaemoBaTeaIbHOCTEH,
COXPAHSIOIINXCS B «3PEJIoi» MOJEKyJe) u
9KCIIPECCUU TUTHHA, IPYTUX OEIKOB, TAKKe
SIBJISIFOTCSL IPUYMHOM pPa3sBUTHUSL CEMEMHOU
JKMII ¢ gactoroit BeisiBnenus 2—3%. de-
HOTUN HOocutened RBM20-myTtanuii oTiu-
yaeTcs Oosee 4acThM pa3BuTHeM (Gudpui-
UMW TIPEACepAud M MpOrpeccHpyromiei
CepACUHON HEIOCTATOUHOCTBIO [2].
Huarnoctuka u nuddepeHuanpHas aua-
rHoctuka JKMII npoBoauTcst ¢ yd4eToM KIMHU-
YeCKUX NPOSBICHUI 3a00eBaHus, PE3yabTaTOB
7ab0paTOpPHOTO W HWHCTPYMEHTAIBHOTO 0O0CIe-
noBanuii. [Ipn OmoxuMHUECKOM 00CIIeTOBAHUH
MOXKET OBITh IOBBIIIEHO COJIEp)KaHWE B KPOBU
K®K u MB-dpakuun kpearuHdochoknHa3bI
(MB-K®K) u3-3a mpomomxaromerocsi mporpec-
CHPYIOILET0 NOBPEKICHUS MUOKap/ia C pa3BUTH-
€M SIBJIEHUI HeKpo3a KapJHOMHOLHUTOB. ¥ MHO-
rux 001pHBIX ¢ JIKMII BBISBASIOTCS M3MEHEHUS
B KOaryjaorpaMme: MOBBIIICHUE CBEPThIBAIOLLICH
AKTUBHOCTH KPOBH, B YaCTHOCTH, BEICOKHH ypo-
BEHb B KPOBH IutazmMeHHoro D-mumepa) [1, 11].

WNHcTpyMeHTaIbHBIE METONBI TUarHOCTHKU Y
oompHBIX ¢ JIKMII mpeamonarator mpoBeaeHHE
CIEAYIOIINX HCCIenoBaHui [9]:

* JJIeKTpoKapauorpaguu, Ha KOTOPOH OTMe-
yaercss HauOoNbIIas aMIudTyna 3yoma R
B OTBEICHUU V, U HalMEHbIAs — B OTBE-
neunsx I, II mmm III; oTHOmIEHME BBICOTHI
3yO1a R B OTBeIeHUN V, K aMIUIATY/C HAW-
Oompmmero 3yoma R B orBenenusx I, 11 nmm
IIT 6omee 3 (y 67% OGompubIx ¢ JIKMII);
rarojioruueckue 3yOrnsl O B OTBeNCHHSIX I,
aVL, Vs, V, uro 00yCJIOBIEHO 0YaroBbIM
Wi JUQQPy3HBIM  KapIUOCKIEPO30M MpH
JKMII; nonnas 6nokazaa JieBoil HOXKKH My4Y-
ka ['mca; mpu3Haku runepTpopuu MHOKapa
JIEBOTO JKEITYI0YKa U JIEBOTO MIPEICEPIs;
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* xonrepoBckoro MoHuTOpupoBaHus OKI,
kotopoe (ukcupyer 90% KeITyIOUYKOBBIX
skcTpacucton, 10-15% IIapOKCHU3MOB
KemynoukoBoir  Taxmkapmuu  (OKT), 25—
35% — mapokcu3MoB GpUOPHIUISIINN TIPEa-
cepamii; 30-40% aTPUOBEHTPUKYIISIP-
HBIX OJIOKaJ pa3IMYHON CTETIeHH;

* OxoKI' — BBISBISET OUIATAlMIO BCEX TO-
jocTeit cepaua; U Py3Hy0 THIIOKHMHE3UIO
MHUOKap/a; CHIKeHHEe (pakiuu BbIOpoca
(®B) (35% u nmxe); yBenuuenne KCP u
KJIP neBoro xenynouka; yBeiaunuenue K/IP
MPaBOrO JKENYJI0YKa; MUTPAIBHYIO U TpPH-
KyCHUJQIBHYI0 PETYPTHTAINI0; HAJTHYUe
BHYTPUIPEIACEPAHBIX TPOMOOB; TOBBILIE-
HUE JaBJICHHS B JIETOYHOW apTepHH;

* peHTreHorpaduu OpPraHoOB TPYAHOW KIET-
KH — OOHapyXMBaeT YBEITUYCHHBIE pa3Me-
pBI cepiilia B BUjC mapa (KapauoMeraus);
YBEJIMYEHHE KapAHNOTOPAKaIbHOTO MHJIEKCa
(OTHOIIEHHE MOMEPEYHOr0 pasMepa cepl-
11a K pazMepy I'pyaHON KIETKH), KOTOPBIU Yy
6onpubIX ¢ JIKMII npessimmaer 0,55 u mo-
ket pocturats 0,6—0,65; mpu3HaKu BEHO3-
HOTO 3aCTOS B JIETKHX; IPU3HAKH BBIPAKCH-
HOU JIETOYHOM TMIIEPTEH3UH;

* CTpecc-3XOKapauorpauyeckoro uccieno-
BaHUA C J0OYyTaMUHOM — IT03BOJISIET OOHA-
PYXKHUTh yYacTKH >KH3HECIOCOOHOTO MHO-
Kapjaa 1 pyOIoBble N3MEHEHHS; TIPOBOIUTCS
B Ielsax auddepeHInanbHON THarHO CTHKN
¢ nmemunueckon JJKMII;

* PAAMOHYKIUAHOW BEHTPHUKYJIOTpapuu —
METOJ] OCHOBAaH Ha PETUCTPAIMH C TOMO-
b0 TamMMa-KaMepbl HMITYIbCOB OT BBe-
JICHHOTO BHYTPHUBEHHO MEUYEHHOTO HOa0M
PaZMOaKTHBHOTO allbOyYMHHA, MPOXOAsIe-
IO C TOKOM KpPOBH 4Yepe3 JIeBBIH Kelyao-
YeK; MO3BOJIICT OLUEHHUTHh COKPAaTHTEIbHYIO
(GYHKLIMIO MHOKapAa, paccyuTarb O0beM
JIEBOTO JKEeIylouka, (pakmuio BBIOpOCa,
BpeMs IUPKYISIPHOTO YKOPOUYCHHS BOJIOKOH
MHUOKap/a;

* cOMHTUTpadul MHOKapAa C paJHoOaKTHB-
HeM TayumeM 2'T1 — mo3BonsieT oOHaApY-
JKUTh MeEJIKHe, HAIlOMHHAIONINEe MO3auKYy,
oyarv CHIKEHHS HaKOTIJICHHUS W30TOIa, YTO
00yCIIOBIIEHO MHO)XECTBEHHBIMH OYaraMu
¢bubpo3a B MUOKap/E;

* KaTeTepHu3aluu cepila W aHnruorpapum —
PEKOMEHJIOBaHbl I OIICHKH pPa3MEPOB
MOJIOCTEN cepiia ¢ OnpeiesieHneM KOHEed-
HO-/INAaCTOJIMYECKOTO JIaBJIEHUs B JIEBOM
JKEJTyJIOUKe U JIEBOM MpeCepinH, AaBICHUS
3aKJIMHUBAHUS JIETOYHON apTepUHM U YPOB-
HSl CHCTOJMYECKOTO JaBJICHUS B JIETOUHOM

Junarnos

apTepuu, I UCKIIOYEHUS aTepOCKICPOTH-
YECKOro MOPAKECHUS KOPOHAPHBIX apTepuii
y OonbHBIX crapiie 40 JIeT, ecilu ecTh Co-
OTBETCTBYIOILIUE CHUMIITOMBI WJIM BBICOKUH
CEPIIEYHO-COCYIUCTHIN PUCK;
SHIOMUOKApAHAILHON OHoTncuu 'y 00Ib-
#eIX ¢ JIKMII — mo3BoJIsieT BBISIBUTH BHI-
paxeHHbIE TUCTpO(HUECKHE W3MEHEHHS
KapAHMOMHUOIIUTOB, SIBICHHUS HEKPO3a, HH-
TEPCTULIMATIBHBIA U 3aMECTUTEIbHBINA CKIle-
pO3 pa3IM4YHON CTENEHU BbIPAKEHHOCTH;
OTCYTCTBHE aKTUBHOW BOCMAIUTEIHLHON pe-
aKIIMM, KOTJa BBIPAKEHHBIC JTUMQOIUTAP-
Hble MH(WIBTPATHI MOTYT BCTpPEYaThCsl B
OTJICJIBHBIX y4acTKaxX OMOITaTa, HO KOJIH4e-
CTBO JIMM(OIHUTOB HE MpeBbImaet 5 uiu 10
B M0OJI€ 3PECHUS MIPU YBEIUYCHUU MUKPOCKO-
na B 400 u 200 pa3 coorBercTBeHHO [11];
SHJOMHUOKAPIANAILHYI0 OUOTICUIO TIPOBOJISAT
JUTSL ACKITFOUEHUS CTeM(pUIecKux 3adore-
BaHMI Muokapza [1];

TeHETUYECKOTO TECTHPOBAHHUA C OIpeese-
HHAEM OTPAaHWYEHHOTO KOJIMYECTBA HM3BECT-
HBIX TEHOB, CITOCOOHBIX BBI3BAaTh PA3BHUTHE
JKMII; npoBoauTcs y MalMeHTOB C COOT-
BETCTBYIOIIUMHU KIMHUYECKUMH TIPOSIBIIC-
HUSMU, pe3yJibTaraMu JIabOpaTOpHOTO U
WHCTPYMEHTAIILHOTO  OOCJIeIOBaHUM; HC-
MOJIb30BAHUE CEKBEHHUPOBAHUS HOBOIO IIO-
KOJICHWSI JIJISl aHAJIM3a OOIIMPHBIX TeHeTHYe-
CKUX TIaHEJIeH TeHOB, BKJIFOYAas TUTHH, BO3-
MOYKHO B CITydasiX, KOTJla B CeMbe TMaI[eHTa
¢ JIKMII BO3MOKHO MPOBECTH CErperairoH-
HBIM aHAJIN3, TO €CTh NMeroTcs Janabie JJHK
HeCcKOMbKUX marueHToB ¢ JJKMII [10].
«JlmraranimoHHass  KapJIHOMHUOIIA-

THUA UIHUOIIAaTHYCCKasa» MOXKCT OBIThH YCTaHOBJICH

npu

HUCKIIIOUYCHUHU APYTIUX BO3MOXHBIX HNPUYUH,

cnenupuueckux st JJKMII, Takux kak:

apTepuanbHas runepreHsus: AJl Bwime
160/100 MM PpT. CT. IPU MOBTOPHBIX W3-
MEpeHHUsAX U (WIH) TPU3HAKH TOpaxKe-
HHSI OpPTaHOB-MHUIIIEHEH (TUIMepTEeH3UBHAS
JAKMII);

nmemudeckas Oone3Hs cepama (MBC):
obOctpykmusi 6onee 50% omgHOW W3 Maru-
CTPaJIbHBIX KOPOHAPHBIX apTepuil (MIIeMHu-
yeckas JJKMII);

JUTUTETHHBIN aJIKOTOJBHBINA aHaMHE3 (aJIKo-
roipHas JAKMID);

CUCTEMHBIC 3a00JICBaHUS COCIUHUTEIBHON
TKaHH,

MOPOKH cepia (MUTPaIbHBIN, a0PTaTbHBIN
CTEHO3);

JIETOYHOE CepIIIE;

00JIe3HH TepuKapaa.
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IIpn umemnyeckort JIKMII ormeuaercs BbI-
paXEHHBIH KOPOHApHBIA aTEpOCKIEPO3 CO 3Ha-
YUTEIbHBIM MOPAKEHUEM MHUOKapjaa. B ormmune
ot uaunonaruueckoit JIKMII nabmromarotcs 00au
AQHTMHO3HOTO XapakTepa B 00nacT cepaua u 3a
CPYAMHOM, C ONpEAENICHHON Hppaauauuei, Mo-
CTETICHHOCTb PA3BUTHS  JIEBOJKEIYJOYKOBOU M
MIPABOKETYIOYKOBOM HEJOCTaTOYHOCTH KpPOBO-
oOparieHusi, HaIn4Yre B aHaMHE3€ IIEPEHECEHHOTO
nHpapkTa Muokapna uian ero DK -npu3Hakos, a
TaKXe onpeneneHHbx Gakropos pucka UBC. Or-
JMYUTENbHBIM MTpU3HaKoM uieMudeckoi JJIKMII
CIy’)KUT BBISIBICHHE paclpocTpaHeHHbBIX (Ooree
40% nepumerpa JIXK) u BbIpaKeHHBIX Je(QEKTOB
nepdy3un muokapaa npu cuuHTUrpaduu ¢ 2°'T.

IIpu mpoBeneHun nuddepeHInAIbHON THa-
raoctuku JIKMII ¢ HexoTopsiMu 3a00J1¢BaHMS-
MU HEOOXOIMMO YUECTb CIICIYyOIIEE.

1. dna tsoxenoit ¢opmbl nuddy3Horo wuH-
(DeKIIMOHHO-UMMYHHOTO MHOKapJIUTa XapakTep-
HO OCTpO€ Hayajo, B TOM YHCJE U pa3BUTHE cep-
JICYHOHN HEJIOCTATOYHOCTHU B CBSA3U C MH(EKIUEH,
BaKIMHaIMel, nmpuemoM sekapers, npu JKMII
3a00neBaHNe Pa3BUBACTCS OCTEIIEHHO.

2. Ilpu mopaXeHMHM MUTPAIBHOIO KiaraHa
OTMEYaeTCs ONpeIeNIEHHas! TIOCTENEHHOCTb B pas-
BUTUU CEPAECYHON HEJOCTATOYHOCTH B TEUYECHHUE
OTHOCHUTEIBHO UIUTEIBHOTO BPEMEHH, HMEIOIIEH
YepThl HU30JUPOBAHHOW JIEBOXKEITYIOUKOBOW He-
JOCTaTOYHOCTH C MOCIIEAYIOIUM O0Jiee O3AHUM
(hopMHupoBaHUEM TPABOKEITYJOIKOBONH HEAOCTa-
TOYHOCTH. TpoMOO3IMOOINK BO3HHUKAIOT MIPU HYa-
CTOM NPUCOETUHEHNH (TP MUTPATHHOM ITOPOKE)
JUIATallUd TIPECEPAN, Peke OTMEYaeMOU IIpU
JAKMII. PeBmaTnueckue mOPOKU cep/ia OTInya-
I0TCS MHTEHCHBHOCTBIO CHCTOJIMYECKOTO IIyma
MUTpPAJIBHON PErypruTaluy, BO3pacTarollero npu
COKpAIlEHW! BBIPAaKEHHOCTH 3aCTOMHOM cepjed-
HOMl HEJOCTaTOYHOCTH MO BIUSHUEM aJcKBaT-
voit Tepanmu. llpm JIKMII wame naGmromaercs
Majas aMIDIMTyda IoymMa. B moms3y peBmarmde-
CKOTO T'eHe3a MHUTPAJIBHOW WJIM MHUTPalIbHO-TPH-
KyCIHMJaJAbHONM HEAOCTAaTOYHOCTH  YKa3bIBAIOT
TaK)K€ BBIPAKEHHBIE IUACTOIWYECKUN IIyM U
LIETYOK OTKPBITHS MUTPAIBHOTO KilaraHa, He Ha-
omonatomuecst pu JIKMIL. [Ipu DxoKI-ucce-
JIOBaHWHU JMAarHO3 MUTPAJIHHOrO MOpOKa cepaua
MOATBEPKAACTCSI OOHAPYKEHHUEM TPHU3HAKOB (Hu-
Opo3a KianaHa, yMEeHbIIEHHEM CKOPOCTH PaHHETO
JIMACTOJIMYECKOTO IPUKPBITHS TTEPEIHEN CTBOPKH.
[Ipu onnHAKOBON BBIPAKEHHOCTH TWJIATAIMK I10-
JIOCTH JIEBOTO JKEJIyAOYKa B KOHLIE JUACTOJIBI IIPU
JKMII ormedaercst 6onee BrIpaKEHHOE HapyIIe-
HUE €ro ONOPOKHEHUS, Ha YTO yKa3bIBaeT 3HAYH-
tenpHOE yBenmueHne KCO (KOHEUHBIH CHUCTOMH-
yeckuii 00bem) (bosee 80 cM?/M?) U CHUKCHHUE

OB menee 44%. Jlns MuTpasbHOM HemocTaTou-
HOCTH HeE ToKa3zarenbHa auddy3Has rUmokuHe-
3us JOK mpu JJKMII, oTmeueHo 3HAuuTENBHOE
CHIDKEHUE CYMMAapHOW SKCKYpPCUH 3aIHEH CTCHKU
1 MEXOKEIyTOUYKOBOH Teperopoaku. O TiIHIuTeNs-
HbIM Tipu3HakoM JIKMII siBnisercst 3HaYuTEIBHOE
(6omee 1,9 cm) yBenmnueHUE PACCTOSHUS OT TIe-
penHeil CTBOPKM MHUTPAJILHOTO KJaraHa J0 MEX-
JKEITyI0YKOBON TIEPETOPOJIKH, UTO, MO-BUIUMOMY,
CBUJIETEIILCTBYET O BBIPAKEHHOM TIOBBIIIEHUHU
nasienns JOK.

3. JI1s KIMHUYECKUX MPOSIBIECHUN XpOHHYe-
CKOTO JIETOYHOTO Cep/lla XapaKTepHa JIeroyHas
TUNEPTCH3US, TUIEPTPO(US TPaBbIX OTICIOB
cep/ua; OOJNBHBIE )KaTYITCs Ha 00IIYI0 cl1a0d0CTh,
OJIBIIIIKY, YCHIIUBAIONIYIOCS TIpH (pr3mueckol Ha-
rpy3ke, cepAleOneHne, KapIuairui BCIIEICTBHC
TUTIOKCHHU, WHOTJAa KpPOBOXapKaHbe, OOMOPOKH,
OTCYTCTBHE BBIpa)KCHHOTO ITHaHo03a [6].

B nedennn OompHBIX ¢ JIKMII mcnons3yercs
cJenyIoas CHMITOMaTHIeCKas Teparnms:

* JICUEHUE XPOHUYECKON CepJeyHON Helo-
CTAaTOYHOCTH MPOBOAMUTCS C NMPUMEHEHUEM
uAIll®, [-anpeHoOIOKATOPOB, JAUYPETH-
KOB, CEpJICUHBIX ITIMKO3HI0B, aHTarOHNUCTOB

aJbJOCTEPOHA, OJIOKATOPOB PELEHTOPOB
aHruoTeH3uHa-Il;
* eueHWe W TNpo(]HUIAKTHKA HaPYIICHHH

CEpIIEYHOTO PUTMA 3aBUCUT OT Xapakrepa
apUTMUAN — TIPU TEPaINUU CyTPABEHTPHUKY-
JISIPHBIX M YKEITYJOYKOBBIX apPUTMHIA CIIEeTyeT
n30erarb SMIUPHUUYECKOTO Ha3HAYCHHs aH-
THapuTMHUECKUX mpemapatoB 1A, IB u IC
KJIACCOB, KOTOPHBIE, IO JAHHBIM Psiia MHOTO-
LIEHTPOBBIX WCCIEAOBAHUM, YXYIIIAIOT BBI-
JKUBAeMOCTh OOJBHBIX C 3aCTOMHOM cepey-
HOI HEJIOCTAaTOYHOCTHIO;

* npodunakTuka TpoMOoIMOONIHMii 00ycoBIIe-
Ha TEeM, 4TO Y OOJIbHBIX C JIEKOMIICHCHPOBAH-
HOM ceplieuHOM HeA0CTaTOUHOCThIO U HU3KOU
@B prck BO3HUKHOBEHUS TPOMOOIMOOINH B
TEUEHUE ABYX JIET cocTaBisieT okoio 30%, uto
OTIpEJIeIISieT TN TENbHOE TIPUMEHEHHE HeTIps-
MBIX AHTHUKOAryJISHTOB; HEMpPSIMbBIE aHTHKO-
aryJisiHThl 1okazanbl namueHtam ¢ JIKMII B
ClIydae, €CIM MMEETCS: MepIlaTe/IbHasT apuT-
MHUsI, B aHAMHE3€ XOTS Obl OIUH TPOMOO3M-
Oomueckuid AMK30]] (HE3aBHCUMO OT PHUTMA
Cep/Ia), BHYTPUCEPJCUHBIC IKEITyIOUYKOBBIC
Y TIpEJICEPHBIC TPOMOBI, TsKeast CeplcUHast
HegocrarouHocth 1V kimacca mo NYHA [11].

B neyenun OonpHbIX ¢ JJKMII mpumensior-

Csl SNEKTPOPHU3NOIOTHUECKIE METO/IbI JICUCHHUS,

TaKue Kak:

* UMIUTAHTAIUS DJIEKTPOKAPANOCTUMYIISATO-
pa (OKC), xotopas mokazaHa OOJBHBIM CO
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c1ab0CTBhI0O CHHYCOBOTO y3Jia M aTPUOBEH-
TPUKYJIAPHBIMU OJIOKaJaMU; ONTUMAJIbHBIM
apnsieTcs: nocraHoBka JKC He ¢ ¢ukcu-
POBaHHOM, a C aJanTUPYEeMOM YacTOTOU
CTUMYJISILMHU, JBYXKaMEPHBIX, C JKEIyd04Y-
KOBBIM 3JIEKTPOJIOM, YCTaHOBJCHHBIM B
CPEeOHUX OTAeNaX MEXOKEIyI0YKOBOH mepe-
TOPOJIKH CIIpaBa;

* cepievHasl PeCUHXPOHU3NPYIOIas Tepamnus
(mpeacepAHO-ABYXKEIYI0UKOBas CTUMYJISi-
11s1), KOTOPast OCYIIECTBISAETCS C MOMOIIBIO
MMIUTAHTAlUY OMBEHTPUKYJSIPHOTO Kapau-
octumyinsaropa (CPT-DKC) uinu OuBeHTpH-
KYJSIPHOTO CTUMYynATOopa ¢ (yHKUUEH Kap-
muosepcun-nepudpmwsimun - (CPT-UK);
nokaszana 6onpHeIM XCH -1V @K, xeiny-
nmoukoBolt nuccuaxponueit (QRS Oonee mim
paBHoit 120 mc u mo manHbIM DXx0KI), cHE-
sxeaHort @B JIXK (menee mim pasuoit 35%),
IIPU HAJIUYUU CHHYCOBOTO puTMa win ¢u-
OpuyuIAIAN TIpeIcepaInii, KOTOpPbIE HE MOTYT
OBITh KOMIICHCHPOBAaHBI Ha MaKCHMaJIbHOU
MEANKaMEHTO3HOH Tepanuu; MpUMEHEHHE
OMBEHTPUKYISPHOIO  KapIMOCTHUMYJIATOpA
(cepreuHOl PECUHXPOHU3UPYIOIICH Tepa-
mun-CPT) yaydmaer camouyBcTBHE OOJb-
HBIX, CHIJKAeT YMCJIO TOCHUTAIM3alUi U
M0Ka3aTesId CMEPTHOCTH;

* YCTaHOBKA HMMIIJIAHTHPYEMOI'O KapIAHOBEp-
tepa-nepudbpmmiaropa (MKJI) pexomen-
JI0BaHa BCEM OOJIBHBIM — JJIS YIIy4ILIeHUS
IPOrHO3a, €CJIM OTMEYAJICsl 3MU304 OCTa-
HOBKHM Cepllla MM XKEJIyIOUYKOBOM Taxu-
Kapauu npu Haiuuuu cHrkeHHod @B JDK
(menee 40%); ¢ LeNbI0 MEPBUYHOU TIPO-
(GWIaKTUKKH BHE3aITHOW CEp/CYHON CMepTH
MpU HEUIIEMHYECKOH CHCTOJINYECKOM auc-
¢ynkunn JDK n ®B JDK menee win pas-
Hoit 35%:; yxazanusi Ha BCC B cemeitHoM
anamuese [20]; MK/l He nmoka3aH O0JBHBIM
¢ pedpaxrepnoit XCH, y KOTOpBIX HEBO3-
MOXHO HpeArnonararb AOCTHKEHUE KOM-
TIEHCAIlMU ¥ OJIaronpUsATHOTO TIporHo3a [ 16,
18]; B kauecTBEe MeTOIA TIEPBUIHON MTpodhH-
naktuku BCC ycranoBka MK/ nmeer mpe-
MMYIIECTBA 10 CPABHEHHIO C PUMEHEHHUEM
ammogapona [20].

[lpr HedPPEKTUBHOCTH TEpareBTUICCKOTO
neuenus OonpHbIX ¢ JIKMII ucnone3yrores xu-
pyprudecKkre MeTofbl JeUeHHUs: YaCTUYHAasl BEeH-
TPHUKYJIOTOMHS JIEBOTO JKEIydouKka (omepanus
Batista) u TpancnanTanus cepaua — onepanus
BbIOOpa B eueHun GuHanpHOU ctaguu XCH, He
nofaamoueiics 3pPeKTUBHOMY TepareBTUYECKO-
My BozeicTBuI0. TpaHcniaHTauus cepana nMe-
€T OrpaHUYEHUs] METOJA: OTCYTCTBHE NOCTATOY-

HOTO KOJINYECTBA JOHOPCKUX ceppell; mpodiema
OTTOPIKEHUSI TEPECaXKCHHOTO cepaua, Tpedyro-
1fasi MOIIHOW U TOPOTOM UMMYHOCYNPECCUBHOM
Tepanuu; 00Je3Hb KOPOHAPHBIX apTepHil mepe-
CaXEHHOTO Cep/IIia, KOTopas He UMEET MOKa YT
addexTuBHOTO JNeueHUs. B Hacrosmee Bpems
TIAaBHOW alIbTE€pHATUBOW TPAHCIJIAHTAIIUM SIBIISA-
eTCsl MCTOJIb30BaHME aIlllapaToB BCIIOMOTATelb-
HOTO KPOBOCHAOKEHUSI — «UCKYCCTBEHHBIX Ke-
TyI0uKOB cepamay [18].

H3BectHo, uro JAKMII — mpornocruuecku
HeOnaronpusTHOE 3a001eBaHue, 4To 00ycIoBe-
HO TMPEKJIEBPEMEHHONW CMEPThIO OOJBHBIX M3-3a
xkenynoukoBoit aputmuu (BCC) wmm XCH. Ils-
THJICTHSS BbDKHMBaeMOCTh manueHToB ¢ JIKMII
cocrasiusaeT 78,6%, vacrora BCC — oxoio 12%.
B ctpyxrype ocHOoBHBIX npuunH cMmeptu JJKMII
peructpupyerca B 25-30% cayuaes. Y mronei
35-49 ner JKMII ocTaercs BTOpoil 110 4acToTe
(mocne BC) mpuuunoit BCC. bonpmioe 3Hade-
HUE B OIICHKE MporHo3a 00ipHEIX ¢ JJKMIT nme-
€T MPOBEIEHHE JOPOTrOCTOSIIEeH MarHUTHO-pe-
30HAaHCHON TOMOrpaduu cepila W BBISBICHHE
NpHU3HAKOB (UOpO3a MUOKAapAa, BHIPAKEHHOCTD
KOTOPOTO KOPPEIUPYET C BBICOKOM YacTOTOM
CMEpTH OT BCEX MPHUYUH, TOCIHUTAIU3ALMH,
BCC/XKT y manuentoB ¢ IKMII [18]. B HacTo-
AIee BpeMsi UCIOJIb30BaHUE COBPEMEHHOW Me-
nukaMmeHTo3Hol Tepanun XCH u UK]I, a Taxxke
PECHHXPOHUBHPYIOMINX YCTPOUCTB ¢ (PyHKIHEH
nepudpmmsaropos (CRT-D) mo3Bonmio 3a 5 et
CHU3UTH TMoKazaTeiau JertanbHocTu npu JIKMII
1o 7-14%, gactory BCC na 87% B cpaBHEHUU C
1977-1984 rr. [16].
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