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PE3IOME. B craThe paccMaTpuBaIOTCS TCHETHUECKHE MTPUINHBI PA3BUTHS HEKOTOPHIX HACIIE-
CTBEHHBIX ()OPM KapAMOMHONATUH, CBI3aHHBIX C MyTallMsIMU T€HOB, a TaK)Ke B3aMMOCBS3b Te-
HETUYECKUX MYTAIUN ¢ KIMHUYECCKUMU IPOSIBICHUAMHU. PAacCMOTPEHBI OCIOKHEHU S, OCHOBHBIE
METO/Ibl IMATHOCTUKH U JICUCHUS TUJIATAIlMOHHOM KapAMOMHOIIATUH, aCTIeKThI AU hepeHraib-
HOW TMarHOCTHKH C APYTUMH 3a00JI€BaHUAMH MHOKapa.
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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
of dilated cardiomyopathy, aspects of differential diagnosis with other myocardial diseases are
considered.
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Junaranmonnas kapauomuornarus (JJKMIT) —
rpynna 3a0oyieBaHHA, TPUBOASIIAX K YBEIH-
YEHUIO pPa3MEpOB IOJIOCTH JIEBOTO IKEITyJ0uKa
(JDKX) m ero cucrommuecko AUCHYHKIINH, HE
ACCONMHMPOBAHHBIX C KJIANAHHBIMH TTOPOKAMHU
cepala W KOPOHAPHBIM aTepoCKIEPO30M, MPO-
SBJSTIONAMHUCS  CEPJICYHON HETOCTATOYHOCTHIO
(CH), a Taxxe mpeapacmoioKeHHOCTBIO K pas-
BUTHIO JKEJIYJOYKOBBIX APUTMHUM U BHE3AIHOU
cepreunou cmeptu (BCC) [10, 12, 15].

3aboaeBaeMOCTh cOCTaBIsieT 5—8 ciydaes
Ha 100 000 HaceneHnus B rog. MyX4uHBI OoJe-

10T B 2—3 pasa yaimie, 4eM >KeHUuHbl. CpeaHuii
BO3pacT NalMEHTOB BapbupyeT oT 30 1o 45 ner
[11].

CorracHo EBpormelickoit acconmauy Kapauo-
soroB oT 2008 T. TuIaTallMOHHBIC KapIHOMHUOTIA-
THH KaaccupuiupyroT Ha [21]:

1. Cemeitasie JJKMIT:

* FCHETHYCCKUN Ae(EKT yCTaHOBIICH;
* FCHETHYCCKUH Je()EeKT HE YCTAHOBJICH.

2. Hecemeiinbie (Herenetudeckue) JJKMIT:

* UIUOIMATUYCCKUE;
* TeHETHYECKUH JAe(eKT YCTaHOBIICH.

UNIVERSITY THERAPEUTIC JOURNAL

VOLUME 3, N 2, 2021

ISSN 2713-1912



0630Pbl

65

Okono 50% Bcex ciaydaeB AuiIaTalliOHHOMN
KapAMOMHUONAaTHH HMEIOT T€HETHUYECKYI0 OTHU-
onoruto [7, 14], ormeuaercs nepenaua JJKMII
10 HACJEJICTBY KaKk MOHOTEHHOE 3a0oJieBaHWE
C ayTOCOMHO-/IOMHHAHTHBIM (TIPEUMYIIECTBEH-
HBI TyTh HaCJeAOBaHUS), X-CICTUICHHBIM,
ayTOCOMHO-PEIIECCUBHBIM (TIPU  POJCTBEHHBIX
Opakax) MexaHW3MaM{ HACJCAOBAHUS U C MH-
TOXOHJPHUABHBIM HaCJIeIOBAaHUEM IO KEHCKOMH
JuHUU. 0 BHEAPEHHS] METOJOB MOJIEKYISIPHOU
JUArHOCTUKU CHCTEMaTHYEeCKUH KapJIuOJOTHU-
YEeCKUH CKPUHUHT POJCTBEHHHUKOB OOJIBHBIX
JKMII npuBonuna K BBISIBICHHIO BEpPOATHOTO
cemeitHoro 3aboneBanuss B 20-35% ciydaes:
Ob10 0OHapyxeHo Oomnee 50 reHOB, CBA3AHHBIX
¢ pa3ButueM 3aboneBanus [5, 10]. IIpuamHamu
pazsutust JJKMII sBnsroTcs U pedeKTsl capko-
MEpHBIX OEJIKOB KapAMOMHOIIMNTOB, TaKWX Kak
CEepACYHBI aKTHH, a-TPOIIOMUO3MH. B pa3Bu-
tun HacieacTBeHHbIX JIKMII crama m3BecTHa
poNb OENKOB LUTOCKENEeTa, KOraa 3abosieBaHus
CEpJIEYHO-COCYIUCTON CHCTEMBI SIBISIIOTCS HE
CIMHCTBECHHBIM (PCHOTHIINYECKUM MPOSBICHHUEM
AKMII, a coueraroTcs ¢ HEHPOMBIIICUHBIMU
CUMIITOMaMHU. DTUM OOYyCJIOBJIEH TOT (aKT, 4TO
HEKOTOPBIE TEHBI, BBHI3BIBAIOIINE pPAa3BUTHE Te-
Hetndeckn oOyciosiaeHHoit JIKMII, Bmepwie
OB OTKPBITHl M OMHCAHBl UMEHHO B CBS3H C
HAaCJIEeICTBEHHBIMU HEHPOMBIIIEYHBIMU 3a00i1e-
BaHUsIMHU. B HacTodmee BpeMs pa3paboTaHbl aj-
TOPUTMBI JIMAaTHOCTHKHU HACIEJCTBEHHBIX (OpM
JKMII, ocHoBaHHBIE Ha JaHHBIX aHaMHe3a,
KJIMHAYECKOTO U MHCTPYMEHTAJIBHOTO HMCCIea0-
BaHHs, a TAK)XE JIOMOJHEHHBIE COBPEMEHHBIMHU
MOJIEKYJISpHO-FeHETHYeCKUMH MeTofaMu [19].

Cewmeiinas JIKMII siBasieTcss Bo3pacT3aBUCH-
MO maroyiorvel: OOJbIIasi YacTh SIBHBIX (OpM
9TOTO BapwWaHTa 3a00JIEBaHUSA JHATHOCTUPYETCS
y mamueHToB B Bo3pacte 40—70 JeT, mpu ToM,
YTO Hayano 3abojeBaHus y 0oyiee MOJOIBIX JIIO-
ner He saBisieTcss peakuM. Y 6onbHBIX ¢ JIKMIIT
FeHEeTUYECKUE HCCIIEIOBAaHUS  PETUCTPUPYIOT
Hajuyue Oosiee 0JJHON MOTEHIHAIBLHO OOJIe3HET-
BOpHOM MyTauuu. MHOrMe U3 MyTalui sBJIAIOT-
Csl «MOJIYAIIMMM», HO COBPEMEHHBIMH yUEHBIMHU
0o0CyKJJaeTCs HOBas MOJIETh OJUTOTCHHOTO Ha-
cienoBaHus (3a0oieBaHMe, BBI3BAHHOE HEOOJb-
UM YUCJIOM MYTallid B Pa3jiUYHBIX TeHax),
criocoOHast BRI3BATh 3HAUNTEIbHBIC 3aTPYTHEHHS
P TPOBEICHUN TEHETUYECKOTO KOHCYIBTHU-
poBaHMs B NOKJIMHHYECKOW mmarnoctuke [10].
B mnacrosmee BpeMs M3BECTHO 3HAYUTEIbHOE
YUCJIO TEHOB amoMNTo3a, MPOAYKTHI KOTOPBIX
CIOCOOHBI KaK COKpaImarh MpOAOIKUTEIBHOCTD
JKU3HH KJIETOK, TaK M OKa3bIBaTh IMPOTEKTUBHOE
JeiicTBue (aHTHATIONTO3HBIE reHbl). Hapymenue

paBHOBECHS MEXIy HHMU MOXET OBITh (axTo-
POM, CIOCOOCTBYIOIIMM Pa3BUTHIO JAMJIATALUU
MHUOKap/a 1 MOCIEAYIOEMY Pa3BUTHIO CepAeU-
HOM HenocTarouHocTu U aputMuid [13]. JIKMII
MOXeET ObITh 00YCJIOBJICHAa MyTalUsSMU B T'€HaX,
KOAMPYIOIUX WIM MOIYIMPYIOIIUX HOHHBIE
ka"ansl (PLN, RYR2 u SCNS5A). MyTraHTHBIC
OenKky BBI3BIBAIOT TUC(HYHKIIUIO HATPHUEBBIX,
KaJIbIIMEBBIX W KaJHEeBBIX KaHAJOB, YTO MOAJAEP-
JKUBAeT aJbTEPHATUBHBIA MEXaHM3M pPa3BUTHUSA
JUIaTallly, BEI3BaHHOM, Mpek/ie BCEro, HapyIie-
HUEM DIIEKTPUUYECKOW (YHKLIUU KapAHOMHOIM-
TOB, @ HE UX CTPYKTYPHBIM JehekToM. B uacTHO-
CTH, MUCCEHC-MyTanuu B reHe SCNS5SA, koTopsie
yale cBsi3aHbl ¢ cuHApoMamu bpyraga u ymiu-
HEHHOro uHTepBaia (7, B cilyyasx CEeMEHHOU
dbopmer JIKMII 3HaUWTENTbHO TMOBBIIIAIOT PHCK
pa3BUTHUS apUTMUH M HapyLICHWUs] IPOBOIMMO-
ctu [2, 4].

K passururo JIKMII npuBoAsT He TOJBKO
TeHeTUYeCKHe MPUYUHBI, HO ¥ BO3/IEUCTBHE XU-
MUYECKHMX BEIIECTB, CIIOCOOHBIX MHUIIMHPOBATH
pasButue 3aboneBanusi. HanGonee wacteiMu U3
NOJAOOHBIX MPHUUYUH SBISAETCS 3J0yNOTpeOIcHe
AJKOTOJIEM W MPHUEM XHUMHOTEPANeBTUYECKUX
npenapatoB. [Ipuunnoir pazsutusa JKMII mo-
KeT OBbITh MHOKapIuT, apTepHaslbHasl THIIEPTEH-
3us [10].

B HacTosmee Bpemsl M3ydeHbl MaTOI€HETU-
YeCKHe MEeXaHU3MBI, JIeKallie B OCHOBE Pa3BU-
tust JIKMII. Tak, pemoaenupoBanue cepana npu
9TOM 3a00JIEBaHUHM aCCOLMHUPOBAHO C THIIEPTPO-
¢ueit kapauomuonuroB (KMLIL), Bo3HUKatomen
u3-32 armomnTo3a, HeKpo3a, ayrodaruu, 4Tto co-
MPOBOXK/IAeTCd M3MEHEHUEM KadeCTBEHHOTO U
KOJIMYECTBEHHOTO COCTaBa CTPOMBI MHOKap[a.
[Ipu AKMII HaGmromaeTcsi akKTHBAIMS SKCIIPEC-
CHH I'€HOB Y B3pOCJIOI0 YEJIOBEKa, BO3HUKIIAS B
pe3ynbTaTe MpoLecCOoB MOPOYHOro MeTaboanye-
CKOI'O NPOIPaMMHUPOBaHUs, IPOUCXOAALIETO Ha
JTane BHYTPUYTPOOHOTO Pa3BUTHSA OpraHU3MA.
V 6onbubIx ¢ JJKMII oTmMedeHo, 9TO JIUTE/Ib-
HOE TOBBIIIEHNWE CHMITATUYECKOW aKTUBHOCTH
BEreTaTUBHOW HEPBHOW CHUCTEMBI MPHUBOIUT K
CHUKEHHIO YYBCTBUTEJIBHOCTH, YMEHBIICHHIO
IUIOTHOCTH  OeTa-aJIpeHOopeLenTopoB  CapKo-
JneMMbI KapauomMuonuToB [8]. Hapymenus o00-
MEHa KaJlbLUs UIPAIOT BaXXKHYK POJib B (op-
MHUPOBAaHUH CHCTONMYECKON mucynkmmn JIK.
HoHbl Kanblysl NPOHUKAIOT BHYTPh KJIETOK dYe-
pe3 cnenuduueckue KaHajibl L-tuna Bo Bpems
Ka)KJOTO CEpAEYHOT0 COKPAIIEHHUS U BHI3BIBAIOT
BBICBOOOXK/ICHUE KaJbIMg IYyTEM aKTHUBAIMH
PUAHOJIMHOBBIX PELENTOPOB, YTO NPUBOANUT K
KpaTHOMY TIOBBIIIEHUIO KOHIIEHTPAaLlMM BHY-
TPUKIIETOYHOTO Kanbius (Oonee uem B 10 pa3).
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B Hacrosmee BpeMsi MpU3HAHO, YTO AKTUBAIUS
PAAC (peHWH-aHTHOTEH3UH-aJIbhJI0CTEPOHOBOM
CHUCTEMBI) — HEOTheMJIeMasi COCTABIIAIOIIAS Ta-
torere3a npu JAKMII, He3aBucUMO OT ee 3THO-
nmorun. Cepaeunas Hemoctarounocth (CH) mpwm
JKMII conpoBox/aercsi akTUBaIlMENd CUHTE3a U
CEKpelnu MPelCepAHOT0 U MO3TOBOTO HATPHIi-
ypeTudeckoro mentumaa B cepare [20].

Knuanueckue mposisnenust JJKMII pazsuBa-
I0TCSI TIOCTETIEHHO, TI03TOMY JUIMTEIbHOE BpeMs
OOJNBHOI aKTHBHO *)aynod He mpenbsBuser. Pas-
JUYAKOT CIEAYIONUE KIMHUYECKUE BapHAHThI
pazsutus JAKMII: u3zonupoBaHHOE mopaxkeHue
MHOKap/a, MpeBAIMPOBAaHUE CHMIITOMOB Cep-
JIEYHON HEIOCTAaTOYHOCTH, HApyUIeHWH puTMa
Y TIPOBOAMMOCTH, HEPBHO-MBIIIEYHBIX CUMITO-
MOB, BbICOKHM ypoBeHb K®K, mnonumoprannoe
nopaxenue [17, 20].

OCHOBHBIMHM KJIMHUYECKUMH TPOSIBICHUSIMHU
JKMII siBrstroTes:

* Xponuueckass — cepoeunas — HeOOCMAMoU-
Hocmo (XCH). CumnToMbl 00y CITOBIICHBI 3a-
CTOWHBIMH SIBJICHUSIMH 110 MajioMy ¥ OOJIb-
IOMYy KpYTy KpoBoOOpamieHusi (0TeKH, op-
TOITHOD, MAapOKCHU3MalIbHAS OJIBIIIKA) ¥/WIIN
CHW)KEHHBIM CEepJICYHBIM BBIOpOCOM (00mmas
c1a00CTh, YCTAIOCTH, ONBIIIKA TIPHA HATPY3-
ke). Yame Bcero cumnromsl XCH pa3BuBa-
IOTCA MEUICHHO Ha TPOTSHKEHUH HECKOJb-
KHX MECSIIEB, HO BO3MOXKECH W TOIOCTPHIN
JneOI0T Tpy HaMYM{ aHaMHe3a Ipeie-
CTBYIOILETO HMH(EKIMOHHOTO 3a00JIeBaHUs
(OPBMU, rpunm, nuesmonus). B 80% ciyua-
€B MAI[UCHTHI 00PAIAOTCS 32 METUITUHCKON
MOMOIIBIO B CBSI3U C MPOTPECCUPYOIICH
OJIBIIIKON KM OpTOIHOS [18].

» Tpombosmbonuu  (sxkaouas — UHCYIbM).
Hctourmkom Tpom6oB nipu JIKMII (B cBsizn
¢ KapauoMerajuen u pudbpuinisiuei mpe-
cepauii) SBISIETCS] YIIKO JIEBOTO TIPEecep-
nus. TpoMOO3bl W SMOOIHMH BCTPEUAOTCS
npu JKMII B 1,5-3 paza yame, yem npu
JIpyrux OOJe3HSIX C COMOCTAaBUMOM TshKe-
CTBIO CEpJEYHON HEeNOCTaTOYHOCTH, HO B
Ka4eCTBE TEPBOTO CUMITOMA 3a00JeBaHUS
SMOOJIMH BRICTYNAIOT penko [18].

* Apummuu. HapylieHHs CEepaedYHOTO pPHT-
Ma ¥ MPOBOAMMOCTH TOSIBIISTFOTCSI BMECTE C
cuvnToMamu XCH; B HEKOTOPBIX CIydasx
(y mammmenToB ¢ HacieacTBeHHou JIKMII)
MOTYT TPEIIIeCTBOBATh CHUMITOMaM Cep-
JIedHOU HegocTarouHocTH [18].

* Buezannasa cepoeunas cmepms (BCC).
JKMII MoXeT He BBIABISITHCS KITMHUYECKU;
00HapyKUBACTCS NPU Pa3BUTUU TOTAIBHON
HEJAO0CTAaTOYHOCTH CEpJIa C BEHO3HBIM 3a-

CTOEM B MajJoM M OOJILIOM Kpyre KpOBO-
oOpaleHust W3-3a CHW)KEHHOW COKpaTH-
TEIBHOW CITOCOOHOCTH 000MX KEITyI0YKOB
cepzla — B 3TOM CJIy4ae MalueHThl NPEab-
SBIISIIOT KaJloObl Ha HEMOTHBHPOBAHHYIO
cJ1a00CTh, IOBBILICHHYI YTOMJISIEMOCTb,
OIBIIIKY NpH (PU3MUECKONW HArpy3ke U B
MOKO€, TOJIOBOKPY)KEHHUE, CcepleoneHue,
HaJU4he OTEKOB HIDKHUX KOHEYHOCTEH,
yBeJIMUYEHHE KMBOTAa B JAMAMETpPE 3a CHeT
aciuta. [Ipenuxropom BCC mpu JAKMII
CUMUTAIOT CHHKOMNAJbHbIE COCTOSHUS BCIEN-
CTBHE OJJIEKTPUYECKOH HECTAaOMIBLHOCTU
Muokapnaa. Ykazanus Ha BCC B cemeiiHoM
aHaMHe3e — IMOKa3aHWe Il yCTaHOBKHU
K]l (uMmmaHTHpyeMOTO KapauoBepTe-
pa-neubpuiaTopa) — BTOPHYHAS IIPO-
¢dunaxtuka [20].

IIpn ¢usukanpHOM 00CIIEOBAaHUH OOIHHBIX
¢ JAKMII nepkyTopHO oIlpenensieTcss 3Ha4yu-
TEJIbHOE paCIHIMPEHHE TPAHUIl OTHOCUTEIHHON
CepIeUHON TYMOCTH; CIeUU(PUICCKUX ayCKYb-
TatuBHBIX Tpu3zHakoB JIKMII He cymiecTByer.
IIpn oTHOCHTENBHON HENIOCTATOYHOCTU aTpPHUO-
BEHTPUKYJSPHBIX KJIAIAaHOB  BBICIYIIMBAETCS
cucTonuveckuit mym, a Takxke 11l ToH, 00ycnos-
JUBAIOUIMN MpH TaXUKApIUU CTOUKHI pUTM
rajomna. BBIABISIOTCA TUNWYHBIE IS TAKEIOU
3actoitHoit CH W3MeHEeHHS cO CTOPOHBI APYTHX
OpraHOB M CUCTEM: OTEKH HIKHUX KOHEUYHOCTEH,
yYBEJIIMYCHHE B pa3Mepax IMeueHH, PU3nKaIbHbIe
MpU3HAKM IJIeBpuUTA, acuuTa [18].

W3BecTHBI 0COOEHHOCTH KITMHUYECKOTO Teue-
HUS HEKOTOPBIX ceMeiHbIX Gopm JIKMIT:

o IKMII, cBs3anHble C JedexTamMu TIeHa

muctpoduna. Ha3panue Oenka muctpodu-
Ha CBSI3aHO C MBIILIEUYHBIMH TUCTPOPUIMHU
Mromena u bekepa, KOTOpble SBISIIOTCA
TSDKEIBIMH, T€HETHYECKH O0O0YCIOBICHHBI-
MU HEHPOMBILIIEYHBIMU 3a00JI€BaHUAMH.
Bapuant [romena xapaktepu3yercs: Ooiee
arpeccUBHBIM TE€UeHHEM 3a0oJieBaHus, Obl-
CTPBIM DPa3BUTHEM U MPOrPEeCCUPOBAHUEM
MBIIIECYHOW €1a00CTH, PAHHUM BOBIICUCHU-
€M B IIpOLIECC JbIXaTebHOI MYCKyJIaTypbl
1 TuOeIbI0 OOJBHBIX B MOJIOJOM BO3pacTe
[0 NPUYMHE OCTPOM MBIXaTeNbHOW HENO-
cTaroyHocTu. YacTto y OOJIBHBIX C MbIIIEY-
HBIMH TUCTPOQHUSAMHU OOHAPYKHBAeTCs Ta-
TOJIOTHA CEPAEYHO-COCYIUCTOH CHCTEMBI
B BHUJI€ CUHYCOBOH Taxukapauu, nedeKToB
MIPOBENIEHNS CEPJEYHOT0 HMITYJIbCa, pas-
putus JIKMII u ceppeunoii HenocraTod-
HocTH. KapnuanbHblil QeHOTHIT OTIHYaeT-
csi y OONBHBIX C MBIMIEYHOH AucTpodueit
HromieHa u ¢ MbleuHoil aucrpoduein be-

UNIVERSITY THERAPEUTIC JOURNAL

VOLUME 3, N 2, 2021

ISSN 2713-1912



0630Pbl

67

kepa. B mepBoM ciydae maronorus cepieu-
HO-COCYJUCTONH CUCTEMBI MOYKET HE MMETh
APKOTO KJIIMHUYECKOTO MPOSIBICHUS B CBA3H
C BBIPQXCHHOM MBIIIEYHOH CJ1a00CThIO U
OTPAaHWYCHHOW (PU3NUECKOW aKTUBHOCTHIO.
WHast knMHUYecKass KapTHHA HaOIomaeT-
cs y OOJIBHBIX C MBIMICYHOW AUCTpOodueh
bekepa. B orcyTrcTBHE BbIpa)KEHHBIX MbI-
IIeYHBIX HApYLIEHUH U TPH OTHOCHUTEINb-
HO COXpaHCHHOW (U3UYECKOW aKTUBHOCTH
JKMII y Takux OOJBHBIX MOXET CTaTh
JIOMMHHpPYIOIIEH B KJIMHMYECKON KapTHHE
3a00JIeBaHU — B 3TOM CJIydae HaOIrogaeT-
cs1 ObICTpOE MPOTrPECCUPOBAHHUE CEPACUHON
HEIOCTAaTOYHOCTHU B TeueHue 1-2 net, u 0e3
CBOEBPEMEHHOW TpAHCIUIAHTAllMM CepAua
OonpHBIC yMHupatot [19].

e JlamunoBelii resorun JKMII, nerepmu-
HUPOBAHHON MyTallUSIMH B TeHe JaMUHa
A/C (LMNA), accouuupyercst ¢ BbICOKHUM
puckom BCC naxke mpu OTCYTCTBUM 3Ha-
YUTENbHON JAWJaTallid Kamep cepaua Hu
JIEBOYKETYIOUKOBOM CHCTOJIMYECKON Jamc-
¢ynkuu [3]. XapakrepHble YepThl KApAHO-
MUOTIATHH, CBA3aHHBIX C NAaTOJOTHEH JTaMu-
Ha, — MOpaxeHHe Nepru(epruueCKUX MBI
C NOSBICHMEM CJa00CTH B HIKHHUX KO-
HEYHOCTAX, I[E€PEBAJIMBAIOLIASICS I10XO/KA,
TPYAHOCTH TIpW TepeABIKeHuu (Oer, e3na
Ha BEJIOCHUIIeIe, TTOIbeM 110 jecTHue) [19].

* Myrtauuu B rene tutuHa (77TN), konupyro-
IIeM TUTaHTCKUN OeNoK, NMPUKpEerIeHHbIH
K Z-IMCKaM U TOJICTOW HUTH MUO3WHA, SB-
JSIOTCSL OIHUMU M3 HanboJee pacrnpocTpa-
HEHHbIX TreHeTnueckux npuuuH JKMII
U COCTaBJISIOT OKONO 25% ceMelHbIX U
no 18% cnopaguueckux ciy4daeB. Pu-
JTAMEHTBl THTHHA OOECIICYNBAIOT COOPKY
MHOGDHOPHII, CTAOWIM3aMI0 ¥ TOAACP-
KaHWe IMacCCHBHON >KECTKOCTH CapKoMmepa.
Bonbioe KoIMYecTBO MHUCCEHC-BapHAHTOB
(TOUeuHBIX MYyTalUil, o00OecrneunBaloIIX
KOJMPOBAHHUE JPYroil aMHUHOKHCIOTBHI W3-
MEHEHHBIM KOZOHOM) SIBIISIFOTCSI BO MHOTHX
CIIy4asX HEMaTOrCHHBIMH WIH WX KIUHH-
yeckash 3HaYMMOCTh OCTAaeTCsl Heolpene-
neHHoH. [laToreHHBIMM CUMTAIOTCSl YKOpa-
YUBAIOIIME TUTUH BapUaHTbhl — HOHCEHC U
CIUTACHHT MyTallUH, a TAK)XXE €€ BAPUAHTHI,
IPUBOJALINE K CABUTY PAMKU CUUTHIBAHUS.
TTN-ykopaunatomue/ycekatome (TTN
truncation) BapHaHTBl ACCOLIMMPOBAHBI C
BBICOKHUM PHUCKOM KEJyJOYKOBBIX apUTMUN
C pa3BUTHEM WHTEPCTUIHAIBLHOTO GuOpo3a
U BBIPQKCHHBIMU M3MEHEHHSIMH MHUTOXOH-
JpuaabHON QYHKIMU KapIMOMUOLMTOB [2].

* B xinHUYeCKoil KapTUHE TEeCMUHOBBIX Kap-
JTUOMHUOTIATHI Ha TIEPBBIN I1JIaH BBICTYIAIOT
HapylieHus: puTMa: OOJie3Hb AcOITHpYET
HapylIeHUsIMU pUTMa (aTpUOBEHTPHUKYJIISP-
HOH MPOBOJAMMOCTH), KOTOPHIE 32 KOPOTKOE
BpeMs IPOTPECCHUPYIOT, TPUBOAS K TOIHO-
My aTpHOBEHTPUKYISIpHOMY Onoky. Hepen-
KO CHHKOTAJbHBIE COCTOSIHUS SIBIISTFOTCS
MEPBBIMH  KIIMHUYCCKUMHU TPOSBICHUSIMHU
3a00J1€BaHMs U TPEOYIOT MOCTAHOBKH JJICK-
TpokapauocTumyisitopa. Hapymenus: put-
Ma — 4YacTas MpPUYUHA JIETaIbHOTO HCXO0/a
y 6ombHbIX ¢ JIKMII [19].
* Myranuu B rene RBM2(0 (PHK-cBs3biBa-
romuii 6enok 20), peryiasTope cruiaiicuHra
(TO ecTh BbIpe3aHUs ONpeAeIeHHBIX HyKJIeO-
THUIHBIX TTOCIEIOBATEIEHOCTEN U3 MOJIEKYIT
PHK wm coeamaeHns mMoCaemoBaTeIbHOCTEH,
COXPAHSIOIINXCS B «3PEJIOi» MOJEeKyJe) u
AKCTIPECCUU TUTHHA, NIPYTHUX OCITKOB, TAKKE
SIBJISIFOTCSL IPUYMHOM pPa3sBUTHUSL CEMEMHOU
JKMII ¢ gactoroit BeisiBnenus 2—3%. de-
HOTUN HOocutened RBM20-myTtanuii oTiu-
yaeTcsa Oosee 4acThM pa3BuTHeM (Gudpui-
JSAUUW TIPEACEPIUNd M TPOTrPeCcCHPYOIICH
CEepACUHON HEIOCTATOUHOCTBIO [2].
Huarnoctuka u nuddepeHuanpHas anua-
raHoctuka JJKMII nmpoBoAUTCS ¢ y4eTOM KJIMHHU-
YeCKHUX MPOSBICHUI 3a00eBaHMs, PE3yabTaTOB
7ab0opaTOpPHOTO W HWHCTPYMEHTAIBHOTO 0O0CIe-
noBanuii. [Ipu OnoxumuyeckoM 00CIEIOBAHUU
MOKET OBITh IOBBIIICHO COJCPKAHHE B KPOBHU
KOK u MB-dpakuun kpearuHdochoknHa3bl
(MB-K®K) u3-3a mpomoikaromerocst nporpec-
CHUPYIOUIETO MOBPEKICHUS MUOKApIa C pa3BUTH-
€M SIBIICHUI HEeKpo3a KapIuOMHOIUTOB. ¥ MHO-
rux 00mbHBIX ¢ JIKMII BEISBISAIOTCS U3MCHEHUS
B KoaryjorpamMme: MOBBIIIEHUE CBEPTHIBAIOMICH
aKTUBHOCTH KPOBH, B YaCTHOCTH, BEICOKHH ypo-
BEHB B KPOBH IIa3MeHHoro D-gumepa) [1, 11].

NHCcTpyMEHTAIbHBIE METOABI TUATHOCTHKU Y
6ompHEIX ¢ JIKMII mpenmonaraior mpoBeneHue
CICAYIOIINX UCCIenoBanuii [9]:

* JJIEKTpOKapauorpauu, Ha KOTOPOH OTMe-
yaeTcsl HauOOJNbIIasl aMILIUTyna 3yoma R
B OTBEJICHUU V, U HaNMEHbINAs — B OTBe-
neansx I, II mmm III; oTHOmIEHME BBICOTHI
3yO1a R B OTBeIeHUN V, K aMIUIATY/IC HaW-
Oompmero 3yoma R B orBenenmsx I, 11 nmm
III 6omee 3 (y 67% OGompubix ¢ JIKMII);
narojiorudeckue 3yorsl O B OTBeNCHHIX I,
aVL, Vs, V, uro 00ycCJIOBIEHO 0YaroBbIM
Wi JUQPYy3HBIM  KapIUOCKIEPO30M IIpH
JKMIT; nonnast 6;10kaaa 1eBOW HOXKKH ITyd-
ka ['mca; mpu3Haku runepTpopuu MHOKapa
JIEBOTO JKEITYI0YKa U JIEBOTO MIPECEPIUs;
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* xonrepoBckoro MoHuTOpuUpoBaHus OKI,
kotopoe ¢ukcupyer 90% KeITyIOUYKOBBIX
skcTpacucton, 10-15% IIapOKCHU3MOB
KemynoukoBoir  Taxmkapauu  (OKT), 25—
35% — mapokcu3MoB GUOPMILIAINH TIPE.I-
cepamii; 30-40% —— aTpHOBEHTPHUKYIAP-
HBIX OJIOKaJ Pa3IMYHON CTETICHH;

e Ox0KI' — BEISBIISIET AMJIATAIIAIO BCEX I10-
jocTeit cepaua; U Py3Hyr0 TUIIOKHMHE3UIO
MHUOKap/a; CHW)XXEHHEe (pakuuu BbIOpoca
(®B) (35% wu nuxe); ysenuuenne KCP u
KJIP neBoro xenynouka; ysenanuenue KJIP
MPAaBOTo JKEIYyI04YKa; MUTPAJbHYIO U TPH-
KyCHMUJANBHYI0 PETyPrHTAIHNI0; HaJTHYHe
BHYTPHUIPECEPIHBIX TPOMOOB; ITOBBIIIIE-
HUE JaBJICHHS B JIETOYHOW apTepHH;

* peHTreHorpaduu OpPraHOB TPYAHOW KIET-
KH — OOHapyXMBaeT YBEIUYCHHBIE pa3Me-
pBI cepala B Buje mapa (KapAauoMeranus);
yBEJIMYEHHE KapAHMOTOPAKaIbHOTO MHJIEKCa
(OTHOIIEHHE MOMEPEeYHOro pasMepa cepl-
1a K pa3Mepy IpyAHOH KIETKH), KOTOPbIi y
6onbubIX ¢ JKMII npesbimaet 0,55 u Mo-
sker gocrurats 0,6—0,65; npu3Haku BEHO3-
HOTO 3aCTOS B JIETKHX; MPU3HAKH BBIPAKCH-
HOH JIETOYHOM TMIEepPTEeH3UU;

* CTpecc-3XOKapANOrpauIecKoro MCCIeno-
BaHUS ¢ J0OyTaMHUHOM — TI03BOJIsIET OOHA-
PYKHUTh yYacTKH >KM3HECITOCOOHOTO MHO-
KapJa 1 pyOILloBbIe H3MECHEHUST; TIPOBOJAUTCS
B He/sIX AU depeHIIMaIbHON JTUArHOCTUKH
¢ umemuueckoit JIKMIT;

* PaIMOHYKJIMIHOW BEHTpPUKYyJIOrpadpuu —
METOJl OCHOBAaH Ha PETUCTpalU C IOMO-
IIbI0 TaMMa-KaMepbl HMITYJIbCOB OT BBe-
JIEHHOTO BHYTPMBEHHO MEYEHHOTO HOJ0M
PaAMOaKTHBHOTO albOyMUHA, TPOXOISIIIe-
TO C TOKOM KPOBH Yepe3 JIEBBIN Keryao-
YeK; MO3BOJISIET OIEHUTh COKPATHUTEIbHYIO
(GYHKIMIO MHUOKapia, pacCuuTaTh 00beM
JIEBOTO JKemyjgouka, (paknuio BbIOpocCa,
BpeMsl IUPKYJISIPHOTO YKOPOUEHHS BOJIOKOH
MHUOKap/a;

* COUUHTUIpadUu MHOKapia C paJnOaKTHB-
HbM TayuineM 2°'T1 — mo3BonsieT oOHapY-
JKUTh MEJIKHe, HAIlOMHHAIONINEe MO3auKYy,
o4arv CHIKEHHS HaKOTUJICHHUS W30TOIIa, YTO
00yCIIOBIIEHO MHO)XECTBEHHBIMU OYaraMu
¢bubpo3a B MUOKApE;

* KaTeTepu3alK cepina u anruorpagum —
pPEKOMEHJIOBaHbl I OIICHKH pPa3MepOB
MOJIOCTEHN ceplia ¢ OnpeiesieHneM KOHed-
HO-JIMACTOJIMYECKOTO JIaBJIEHUs B JIEBOM
JKEITYJI0UKE U JIEBOM MpEeCepInH, AaBICHUA
3aKJIMHUBaHMsI JIETOYHON apTepuu M ypOB-
HsI CHCTOJIMYECKOTO JABJICHHS B JIETOYHON

Jmarao3s

apTepuu, AJI1 UCKIIOYCHUS aTepOCKICPOTHU-
YECKOr0 MOPAKEHUSI KOPOHAPHBIX apTepuid
y OonbHBIX cTapme 40 JeT, eciu ecTh Co-
OTBETCTBYIOILIUE CHUMIITOMBI WJIM BBICOKUH
CEPACUHO-COCYAUCTHIN PUCK;
SHIOMHUOKAPANATHHON OWOTICHH Yy 0O0JIb-
HeIX ¢ JIKMII — mo3BosisieT BBISIBUTH BBI-
paxeHHble JUCTPOPHUUESCKUE H3MEHEHHUS
KapIMOMHUOIIUTOB, SIBICHUS HEKPO3a, WH-
TEPCTULMATbHBIA U 3aMECTUTEIbHBINA CKIle-
pO3 pa3NUYHONM CTENEHU BBIPAXKCHHOCTH;
OTCYTCTBUE AKTUBHOU BOCMAIUTEILHOU pe-
aKIMH, KOTNa BBIPAXKEHHBIC TUMQOIUTAp-
Hble WHQUIBTPATHI MOTYT BCTpEYaThbCs B
OTJIENBHBIX yYacTKaxX OMOITAaTa, HO KOJIrde-
CTBO JTUM(OIHUTOB HE MpeBwimaet 5 win 10
B T0JI€ 3pEHUS MPU YBEIUUYEHUU MUKPOCKO-
ma B 400 u 200 pa3 coorBercTBeHHO [11];
SHIOMHUOKAPAHATHHYIO OMOIICHIO TTPOBOJIST
JUTSI UCKJIFOYEHUS CHeHU(PUISCKUX 3a00sie-
BaHuil Muokapza [1];

TCHETHYECKOT0 TECTUPOBAHUSL C OMpe/ee-
HHUEM OTrPAaHUYEHHOTO KOJIMYECTBA H3BECT-
HBIX T€HOB, CIIOCOOHBIX BBI3BaTh Pa3BUTHE
JKMII; npoBoauTcs y MAaUMEHTOB C COOT-
BETCTBYIOIIMMHU KJIMHUYECKUMH TMPOSIBIIE-
HUSMH, pe3yiabTaTaMi J1abopaTopHOTO H
WHCTPYMEHTAIILHOTO  OOCJICIOBAHMM;  FWIC-
TI0JIb30BAHIE CCKBEHUPOBAHMS HOBOTO IIO-
KOJICHMSI JIJISl aHAJIM3a OOIIMPHBIX TeHeTHYEC-
CKHX IIaHeJIeH TeHOB, BKJIIOYAsl TUTUH, BO3-
MOXKHO B CITy4YasiX, KOTJ]a B CEMbE IMallMEHTa
¢ IKMII Bo3MOKHO IPOBECTH CErperamnuoH-
HBIW aHaJiu3, TO €CTh UMeroTcs JanHbie JIHK
HeckoJibkux nanuentos ¢ JIKMII [10].
«JlunarallioHHasT KapaIUOMHUOIA-

THA WIHOIIAaTHYCCKasA)» MOXKCT OBITh YCTaHOBJIEH

pu

HUCKIIFOYCHUU APYTUX BO3MOXKHBIX IPUYHH,

crienmpuyeckux st JJKMII, Takux kax:

aprepuanbHag runepreHsusi: AJl Bblle
160/100 MM pT. CT. IPU MOBTOPHBIX W3-
MEpeHHsAX U (WIM) TPU3HAKH TOpaxke-
HUSI OpPTaHOB-MHUIIECHEH (rUINepTEeH3UBHAS
JAKMID);

nmemudeckas Oone3nb cepamna (MBC):
ob0ctpykiust 6onee 50% omgHOW W3 Maru-
CTPaJIBHBIX KOPOHAPHBIX apTepuid (MIIeMHu-
geckas JJKMII);

JUTUTETHHBIN aJIKOTOJBHBINH aHaMHE3 (aJTKo-
roasHast JIKMII);

CUCTEMHBIE 3a00JIeBaHMS COETUHUTEIBHON
TKaHH,

MOPOKHM cepana (MUTpalbHbIN, a0pTaTbHBIN
CTEHO3);

JIETOYHOE CEepAlIE;

Oone3HH MmepuKapaa.
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[Ipn umemnyeckort JIKMII ormeuaercs BbI-
paXKeHHBIH KOPOHApHBIA aTEPOCKIEPO3 CO 3Ha-
YUTENbHBIM MOpaXeHUEM MHOKapAa. B ormuuue
ot uaunonaruueckoit JIKMII Habmromarorcs 00au
AHTWHO3HOTO XapakTepa B O0JacTH cepiia U 3a
TPYAMHOM, C OMNpeAeIeHHOW uppaaualuen, mo-
CTENIEHHOCTh PAa3BUTHS JIEBOKEIYIOUYKOBOU U
MIPaBOKETYIOYKOBOM HEZOCTAaTOYHOCTH KpPOBO-
oOpalieHusi, HaTMYue B aHaMHe3€ MIePEHECEHHOTO
nHpapkTa Muokapna uian ero DK -npusHakos, a
TaKXke ornpeneneHHbx Gakropos pucka UBC. Or-
JMYUTENBHBIM NpHU3HAKoM uieMndeckor JJKMIIT
CIy’)KUT BBISIBICHHE pacnpocTpaHeHHbIX (Ooiee
40% nepumerpa JIXK) u BbIpakeHHBIX Je(EKTOB
nepdy3un MUOKap/aa rmpu cuuaturpadun ¢ 2'T.

IIpn mpoBeneHnn nuddepeHInaIbHON THa-
raoctuku JIKMII ¢ HexoTopsiMu 3a00JeBaHMS-
MH HEOOXOIMMO y4ecTh CIIeAYIOIIee.

1. dns tsoxenoit Gopmel auddysHoro wuH-
(DeKIIMOHHO-UMMYHHOTO MHOKapIuTa XapakTep-
HO OCTpO€ Hayajo, B TOM YUCJIE U pa3BUTHE cep-
JIeYHOW HEIOCTaTOYHOCTH B CBSI3U C MH(EKLUEH,
BaKIMHaIMeH, mpuemMoM Jsekapers, npu JKMII
3a00JIeBaHNe pa3BUBAETCS ITOCTEIIEHHO.

2. Ilpu mnopakeHuu MUTPANBHOIO KJlaraHa
OTMEYAETCS ONpPEACSICHHAs TOCTENEHHOCTh B pa3-
BUTHM CEpPACYHOM HEIOCTATOUHOCTH B TCUCHHE
OTHOCUTEJIBHO JUIUTEIBbHOIO BPEMEHU, UMEIOLLEH
YepThl M30JUPOBAHHON JIEBOXKETYTOYKOBOH He-
JIOCTATOYHOCTH C MOCIEAYIONMM OoJiee MO3IHUM
(hopMHpOBaHHEM TPABOKEIYIOYKOBONH HEIOCTa-
TOYHOCTH. TpoMOGOIMOOINH BO3HUKAIOT MpPU Ya-
CTOM MPUCOEAMHEHHUH (TIPH MUTPATBHOM HOPOKE)
JUIaTallud TpeACepAnid, peke OTMedaeMol MpHu
JKMII. PeBMaTnueckue NOpOKU cepaua OTinya-
IOTCSI MHTEHCUBHOCTBIO CHUCTOJMYECKOrO LIyMa
MUTPAJIbHOM PErypruTanuu, BO3pacTaoLIEro Npu
COKpAIIIlEHUH BBIPAXKEHHOCTH 3aCTOMHOM cepiey-
HOM HEIOCTAaTOYHOCTH O] BIMSIHUEM aJeKBaT-
ot Tepanuu. Ilpm JIKMII wame naGmiomaercs
Majas aMIUIUTyda Iryma. B moiw3y peBmarmue-
CKOTO TeHe3a MUTPaJIbHOM WJIM MHUTpaIbHO-TPH-
KyCHHJaJdbHOM HEAOCTATOYHOCTH  YKa3bIBAIOT
TAaK)KE BBIPAKEHHbIE JUACTOJIMYECKUH IIyM U
LIETYOK OTKPBITHS MUTPAIBHOIO KJalaHa, He Ha-
omonatoruecst mpu JAKMIIL. [Ipu OxoKI-uccrne-
JIOBaHUM AMArHO3 MHUTPAJBHOIO IOpPOKa cephala
MTOATBEPKTACTCSI OOHAPYKCHHEM TIPHU3HAKOB (hH-
Opo3a Ki1anana, yMEHbIIIEHHEM CKOPOCTH PaHHETO
JUACTOJINIECKOTO IPUKPBITHS TIepEeIHEH CTBOPKH.
IIpu oMHAKOBOW BBIPAKEHHOCTH AWJIATAIIMU TO-
JIOCTH JIEBOTO JKEITyJJ0UYKa B KOHIIE TUACTOJIbI IPU
JKMII ormedaetcst 6osee BhIpaKEHHOE HapyIlie-
HUE €ro OMOPOKHEHUS, Ha YTO yKa3blBaeT 3HAUU-
tenbHOe yBennueHne KCO (KOHEYHBIH CHUCTONH-
yeckuii 06bem) (Ooee 80 cM?/M?) U CHUKCHHUE

OB menee 44%. Jlns MuTpaibHOM HemocTaTrou-
HOCTH HE TOKazaTeJbHa TU(Qy3Has THIOKHUHE-
3us JOK mpu JJKMII, oTmeueHo 3HauMTENBHOE
CHIDKEHUE CYMMAapHOW SKCKYpPCUH 3aTHEH CTCHKHU
U MEAOKEITY0YKOBOM Neperopoaku. OTInYuTeNb-
HbIM Tipu3HakoM JIKMII siBnisieTcst 3HaYMTEILHOE
(6omee 1,9 cm) yBenmnueHUE PACCTOSHUS OT TIe-
penHell CTBOPKM MHUTPAJILHOTO KJIaraHa J0 MEX-
JKEITyI0YKOBON MEPEropoKH, YTO, MO-BUIUMOMY,
CBUJIETEIILCTBYET O BBIPAKEHHOM TIOBBIIIEHUHU
nmasienus JDK.

3. Jns KIMHAYECKHX NPOSBICHUI XpOHHYeE-
CKOTO JIETOYHOI'O Cepila XapaKTepHa JeroyHas
TUTEPTeH3Ms, TUNEPTPO(Us TPaBBIX OTICIOB
cepara; OONbHBIE )KaJTyIOTCs Ha 00MIYI0 clTaboCTh,
OJIBIIIKY, YCUIIMBAIONIYIOCS TIpH (pr3mdueckol Ha-
rpy3Kke, cepArneOneHne, KapIuairui BCIEICTBHE
TUTIOKCHHU, WHOTJA KpPOBOXapKaHbE, OOMOpPOKH,
OTCYTCTBHE BBIP@XEHHOTO 1MaHo3a [6].

B nedennn 6ompHBIX ¢ JIKMII ucnons3yercs
cienyoias CMMITOMaTHYeCKas Teparnusi:

* JIeYEHHE XPOHHYECKON CepJeyHOl Heno-
CTAaTOYHOCTH MPOBOAMUTCS C NMPUMEHEHUEM
uAIll®, [-anpeHOOIOKATOPOB, JAHYPETH-
KOB, CEpJICUHBIX TITMKO3HJI0OB, aHTAarOHHUCTOB

aJbJ0CTEPOHA, OJIOKATOPOB  PELENTOPOB
aATnoTeH3uHa-II;
° JIedeHUE W TpOo(]IIaKTHKAa HAPYIICHHIH

CEpJIEYHOTO0 pUTMa 3aBUCUT OT Xapakrepa
APUTMHIA — TIPH TEPaINUM CYNpPaBEHTPUKY-
JISIPHBIX M JKETYTOYKOBBIX apUTMHI CIIEAYET
n30erarb SMIIMPUYECKOTO HAa3HAYCHHUS aH-
THapuTMHUYeckux npemnaparos IA, IB u IC
KJIaCCOB, KOTOPBIE, IO JaHHBIM Psiia MHOTO-
LEHTPOBBIX HCCIIEIOBAHUH, yXYIIIAIOT BbI-
KHBAEMOCTb OOJIBHBIX C 3aCTOMHOMN cepied-
HOW HEIOCTaTOYHOCTbIO;

* mpoduIakTuKa TPoMO03IMOOIHii 00yCIIOBITE-
Ha TeM, 4YTO y OOJIbHBIX C JJEKOMIIEHCHPOBAH-
HOU cepJIeYHON HeI0CTaTOYHOCThIO U HU3KOU
@B puck BO3HHKHOBEHUS TPOMOOIMOOINH B
TeueHue JByX JeT cocTanisieT okoso 30%, uro
OIIpe/ieIIsieT UTUTEIbHOE MPUMEHEHHE HEeTpsi-
MBIX AHTHUKOAryJsHTOB; HENpsAMbIE aHTHUKO-
aryJasHTbl Moka3aHbl nanueHtam ¢ JJKMII B
cllydae, el UMEETCs: MepLaTenbHas apuT-
MUsl, B aHAaMHE3€ XOTsI Obl OAMH TPOMOO3M-
Oonmvecknii SNU301 (HE3aBUCHMO OT PHUTMA
cepaua), BHYTPUCEPICUHbIE >KEIIYIOUYKOBbIC
U TpezicepaHble TPOMOBI, TsDKeIIas cepAedHast
HepocTarouHocTh 1V kimacca mo NYHA [11].

B neuenun Oonbubix ¢ JJKMII mpumensior-

csl ANEKTPO(PHU3HOTOTHYECKIE METOABI JICUCHHS,

TaKue Kak:

* UMIUIAHTALUS  BJIEKTPOKAPIHUOCTUMYIISTO-
pa (OKC), koropas mokazaHa OOJBHBIM CO
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c1a00CThI0O CHHYCOBOTO y3Jia M aTpUOBEH-
TPUKYJIAPHBIMU OJIOKaJAaMU; ONTUMAJIbHBIM
apnsieTcs: nocranoBka OKC He ¢ ¢ukcu-
POBaHHOH, a C aJalTUPYEeMOM YacTOTOU
CTUMYJISILMH, JBYXKaMEPHBIX, C JKEIyd0d-
KOBBIM 3JIEKTPOJIOM, YCTaHOBJCHHBIM B
CPEeIHUX OTAeNaX MEXOKEIyI04KOBOM mepe-
TOPOJKH CIIpaBa;

* cepievHasl peCUHXPOHU3NPYIOIas Tepamnus
(mpeacepAHO-ABYXKEIYyI0UKOBass CTUMYJIS-
1[1s1), KOTOPast OCYIIECTBISAETCS C MOMOIIBIO
UMIUIAaHTAIMK OUBEHTPHUKYISIPHOTO Kapau-
octumyisitopa (CPT-OKC) win GuBeHTpH-
KyJSIPHOTO CTUMYynATOpa ¢ (YHKLUUEH Kap-
nuosepcun-nepudpmmsimun - (CPT-UK);
noka3ana 6oipHBIM XCH III-1V ©K, xemy-
nmoukoBoit nuccuaxponueit (QRS 6omnee mmm
paBuoit 120 mc u mo manasM DXx0KI), cHE-
xennoit @B JDK (menee unu paBHol 35%),
NpU HaJMYUU CHHYCOBOTO pUTMa Wid (U-
OpuIuIALMY TIpecepanii, KOTOpble HE MOTYT
OBITH KOMIICHCUPOBAHbI Ha MaKCHMaJIbHOW
MEIMKaMEHTO3HOH Tepanuyu; MpUMEHEHHE
OMBEHTPUKYJSIPHOTO  KapAMOCTHMYJISTOpPa
(cepmedHOll pPECHHXPOHU3UPYIOIIEH Tepa-
muu-CPT) ymydrmaer camodyBcTBHE OOIb-
HBIX, CHIJKAeT 4YMCJIO TOCIUTAIM3aLuil U
[I0Ka3aTeJIn CMEPTHOCTH;

* YCTAaHOBKAa HMMIUIAHTHPYEMOTO KapIuoBep-
tepa-nepubpunnsatopa (MKJI) pexomen-
JIOBaHa BCEM OOJIbHBIM — JJIsl YITy4IICHHSI
MPOrHO3a, €CIM OTMEeYaJicid SIN307 OCTa-
HOBKHM CepIALA MM KEIyIOUYKOBOH Taxu-
KapAuM MpU HaJIW4YuU cHkeHHo ®B JIK
(menee 40%); ¢ 1enpl0 MEPBUYHOM MPO-
(WIaKTUKKY BHE3aIIHOW CEepAEeYHON cMepTH
MIPH HEUIIEMHYECKON CHCTOINYECKOU AHC-
¢byaxkoum JODK n @B JDK meHee nnmu pas-
HOH 35%; yxazanus Ha BCC B cemeitHOM
anamaese [20]; UK]] e moka3aH GOIbHBIM
¢ pedpakreproit XCH, y KOTOpBIX HEBO3-
MOKHO TpeanojiaraTb JOCTH)KEHHE KOM-
MIEHCAIlMU ¥ OJIArONIPUSITHOTO IPOrHo3a [ 16,
18]; B kauecTBe MeTO/A IEPBUYHON TPOdH-
naktuku BCC ycranoBka UK/ umeer mpe-
MMYIIECTBA 110 CPAaBHEHHIO C IPUMEHECHHEM
amuozgapona [20].

[Ipu HeapdeKkTHBHOCTH TEpareBTHYECKOTO
nedeHuss 60mpHBIX ¢ JIKMII ucmons3yroTest Xu-
pyprudeckue MeTOIbl JICUeHHs: YacTUYHasl BEH-
TPUKYJOTOMHS JIEBOTO JKeTydouKa (oreparus
Batista) u TpaHCIUTaHTaIMsI CepIIla — OInepalus
BbIOOpa B JeueHnn puHanbHOU cTtaaun XCH, He
nojaaromeics 3pPeKTUBHOMY TepareBTUYECKO-
My BozZeicTBuIo. TpaHcmuanTauus cepamna nMe-
€T OrpaHHYEHUs] METOJa: OTCYTCTBHE JOCTATOY-

HOTO KOJINYECTBa JOHOPCKUX ceppell; mpodiema
OTTOPIKEHUSI TEPECaKeHHOTo cepaua, Tpedyro-
1fasi MOIHOW U TOPOTOM UMMYHOCYNPECCUBHOM
Tepanuu; O00Je3Hb KOPOHAPHBIX apTepHil mepe-
CaXEHHOTO Cep/Ilia, KOTopas He UMEET MOKa YTO
sddexkrnBHOTO NeueHUs. B Hacrosmiee Bpems
TNIABHOW alIbTE€pHATUBOW TPAHCIJIAHTALUM SIBIISA-
eTCsl MCTOJIb30BaHME aIlllapaToB BCIOMOTAaTelb-
HOTO KPOBOCHAOKEHUSI — «UCKYCCTBEHHBIX Ke-
Tya0ukoB cepaay [18].

N3BectHo, uro AKMII — mnpornocruuecku
HeOaronpusTHOE 3a001eBaHue, 4To 00ycoBe-
HO TMPEKICBPEMEHHONW CMEPThIO OOJBHBIX M3-3a
xenmynoukoBoit aputmun (BCC) wim XCH. Ils-
THJICTHSS BbDKHMBaeMOCTh manmueHToB ¢ JIKMII
coctaBiseT 78,6%, yactora BCC — oxkomo 12%.
B cTpykType ocHOBHBIX npuyuH cMeptu JJKMII
peructpupyercs B 25-30% ciyuaeB. Y mronmei
35-49 ner AKMII ocraercst BTopoit Mo 4acTtoTe
(mocne UBC) mpuuunoit BCC. bonbmoe 3Haue-
HUE B OIlEHKE MporHo3a 00abHbIX ¢ JIKMII ume-
€T TPOBENEHHUE JIOPOrocTOsIEed MarHUTHO-pe-
30HAHCHOM TOoMorpaduu cepiina U BbISBICHUE
MpU3HAKOB (UOpO3a MUOKAp/a, BBEIPAKEHHOCTh
KOTOPOTO KOPPEIMPYeT C BBICOKOH YacTOTOM
CMEpPTH OT BCeX TMPHUYMH, TOCIHUTAIH3AINH,
BCC/XKT y manmenToB ¢ JIKMII [18]. B macto-
Alee BpeMs MCIOJIb30BaHHE COBPEMEHHOW Me-
nukamento3Hnoil tepanun XCH u UK/, a Taxxke
PECUHXPOHUBUPYIONINX YCTPOUCTB ¢ (yHKIHEH
nedudpmwmstopoB (CRT-D) no3sonuiio 3a 5 et
CHU3MTH IOKa3zarenu jetanbHocTd npu JKMII
1o 7-14%, wactoty BCC na 87% B cpaBHEHUH ¢
1977-1984 rr. [16].
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