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Hexomnaxmubiil MUOKAPO 1€6020 JHCETYOOUKA — 0OHA U3 PEOKUX NePEUUHBIX KAPOUOMUONAMULL, KOMOPAsL XAPAK-
mepusyemcs HapyuieHuem IHOOMUOKAPOUATLHO20 MOpghoceHe3a, cunepmpoghueti MuoKapoa 1esoco JHcenyoouKd, e2o
upesmepHou mpabekyiayuel. U 00paz08anuem WUpoOKUX Mercmpadexyisapuvlx npocmpancmes. Hebnaconpusmmuoiii
NPOCHO3 U GbICOKAS IEMANLHOCHb NPU CUHOPOME HEKOMNAKMHOCTU MUOKAPOA ORPedesiion Heo0X00UMOCMb €20
PACNO3HABAHUS HA PAHHUX CIMAOUAX U OupheperyuposanHo2o nodxodda K aeueHuto. B cmamoe npusooumcs npumep
KIUHUYECKO20 HAOIOOCHUs. 30 NAYUEHMOM C HEKOMAAKMHBIM MUOKAPOOM 1€8020 JHCELYOOUKA U GPONCOCHHOU AHO-
Manueil KOpOHAPHBIX apmeputl, 20CRUMAIUUPOBAHHbIM 6 yupedcoenue 30pagooxpanenust «I poonenckuil oonacmuou
KIuHudeckull kapouonocuveckui yeumpy ¢ 2018 o. Iayuenmy Ovin nposeden psao OUAeHOCMUYeCKUx mMemooos 0.

sepupurayuy ouazHosa.

Kniouegvle cnoea: nekomnaxmmbvliili MUOKAPO 1€6020 JHCeNyO0UKd, KAPOUOMUONAMUS, CEPOCUHAsl HeOOCMAmou-
HOCMb, HEKOPOHAPOSEHHbLE JHCETYOOUKOBble HAPYULeHUS PUMMA.

HexkoMmakTHBI MHUOKapX JIEBOIO JKEIyJ04Ka
(HMJDK) — omHa u3 penkux NMEpBHUYHBIX KapIuo-
MHOIATHH, KOTOpasi XapaKTEPU3yeTCs HapyIICHUEM
9HJIOMUOKAPAUAIBEHOTO MOp¢oreHesa, THIIEPTPO-
(ueil MHOKap/ia JICBOTO JKEIyJJ0UKa, ero upe3mep-
HOW TpaOekymsimueld W 0Opa30BaHHWEM NIMPOKHX
MeXTpaOeKyISIPHBIX pocTpancTs [1-2].

B 1932 1. S. Bellet BiepBbIc onmcar HEOOBIHYIO
ry04daryio CTpyKTypy MUOKap/a ¢ OOJIBIINM KOJIH-
YECTBOM TPaOEKyJI, BEISIBJICHHYEO UM TIPU ayTOIICUU
HoBOpoxkaeHHOro [3]. Hekotopoe Bpems maHHOE
3a00JieBaHNE UMEHOBAIH «BEPXYIICYHOH (HOPMOiD»
runeptpodudeckoin kapauomuonatuu (I'KMII). B
1990 r. T. Chin u coaBT. BIIEPBBIC TIPEITIOKUITH TEP-
MUH «H30JIMPOBAHHAS HEKOMITAKTHOCTh MHOKap/a
neBoro xemynoukay [4]. B 1995 r. Bcemupnast op-
raHu3alys 3PaBOOXPAHCHUS BKIIOYWIIA CHHIPOM
HEKOMIIAKTHOTO MHOKap/a JIEBOTO JKEIyI0uKa B
TPyNIy HEeKIacCU(DUIUPYEMBIX KapIAOMUOTATHN
[5].

[o maHHBIM psiia aBTOPOB, pAaCPOCTPAHEHHOCTb
3abosieBanus Bappupyer ot 0,05 10 0,24% [1]. He-
kommakTHOCTh JIOK MoxeT umerh mMecto y Jsrojei
Pa3HBIX BO3PACTHBIX TPy KaK B HEOHATAJIHHOM
Mepruoie, TaKk U B TIOXKHUIIOM BO3pacTe, HO MPEUMY-
IIECTBEHHO BCTPEUAETCSA Y JIUI] MOJIOJIOTO BO3pacTa,
yare y My>X4uH [6-7].

[Ipuuunoii Bo3HukHOBeHHss HMJDK saBnsercs
HECOBEPUICHHBIN SMOPHOTeHe3, B pe3yIbTaTe KOTO-
poro HapymiaeTcsi HOpMallbHOE Pa3BUTHE MHOKap-
na. B mepuos panHero sMOPHOHANBHOTO Pa3BUTHS
MHUOKapJ{ TIPEICTABIseT COOOH CETh IMEeperIeTeH-
HBIX BOJIOKOH, Pa3/ICJICHHBIX IMPOKUMHU MPOCTPAH-
CTBaMH, KOTOpBIE CBSI3BIBAIOT €r0 C MOJOCTHIO Jie-
Boro xenynouka (JDK). B mepuon mexny 5 u 8
HeJeNsIMU YMOPUOHAIBHOTO Pa3BUTHS MTPOUCXOIUT
MOCTENIEHHOE YIUIOTHEHHE DTUX BOJIOKOH U CYyXKe-
HHUE MEKTPaOEKyISAPHBIX TPOCTPAHCTB, HITH «CHUHY-
couny. [Iporecc yrmoTHeHNsT pacTipOCTPAHSIETCS OT
SMHKap/a K SHAOKapAy W OT OCHOBAaHHUS cepAla K

ero BepmuHe. B 3T0T %)e mepuos hopMupyercs Ko-
pOHApHOE KPOBOOOpAIICHNE B MEKTPAOCKYISIPHBIC
MIPOCTPAHCTBA YMEHBIIIAIOTCS IO Pa3MepoB KaIluj-
JISIPHBIX cOCyNOB. Eciu mporiecc pa3BUTHs HapyIiia-
eTcsi, ocTaeTcs cooOleHne Mexay mnosioctebro JIK
Y ITyCTOTaMU MEXIy TpaOeKyJIamMH, K KOTOPBIM TI0-
CTyTIaeT KPOBb U3 TIOJIOCTH JIEBOTO KemyAouka. [le-
perpy3ka JaBJeHHEeM WM WIIeMHs MHOKapia CIo-
COOCTBYIOT MPEIOTBPAILCHUIO perpecca 3MOpPHO-
HaJbHBIX MUOKAPIUAIBHBIX CHHYCOUJI, BCICICTBHE
4yero o0pa3yercst MOCTOSIHHAS CBSI3b MEKIY I1y00-
KHMHA MEKTPaOEKyIIPHBIMU IPOCTPAHCTBAMH HE
TOJIBLKO € Ttos10cThi0 JIXK, HO U ¢ KOPOHAPHBIMU CO-
CyJlaMH, 9TO M COCTABIISIET OCHOBY M30JMPOBAHHOMN
HEKOMITAKTHOCTH MUOKapaa [8].

B OospmMHCTBE CllyyaeB JaHHAs KapIAOMHO-
MaTUsl MOPaKaeT JICBBIN KEIyIO4YeK, XOTsI B JUTe-
paType BCTpEYarOTCS OIMUCAHHS H30JIUPOBAHHOTO
MOpa)kKeHUs KaK JIEBOTO, TAK M MPABOTO JKEITyJ0UKa,
a TaKkKe B COYETAHUH C BPOXKICHHBIMU TTOPOKAMHU
cepana (BIIC) u HelipOMBITIICUHBIMU 3a00JICBaHMSI-
mu [8]. Cpeau BIIC naubonee wactro HMJDK acco-
[UUPOBAH C JieheKTaMu MEXKIIPEACEPAHON TIepero-
pogku (JIMIIIT), BposkIeHHBIM CTEHO30M JIETOYHON
aprepu, AeQeKTaMu MeXOKeTyJOYKOBOW Tepero-
ponxu (JAMXII) [9].

Crnennpuieckux KIMHUYECKUX TPOSBICHUN
HMJDK ser. OnmHako B KJIMHMYECKOW KapTHHE
HauOoJiee YacTo BCTPEYACTCs TpHUAJa: CepicuHas
HEJ0CTaTOYHOCTH (73%), )KENMyTOUKOBbIC U HaJPKe-
TyJI04KOBbIe HapymeHus putMma (41%) u TpomOo-
smbommyeckue ocioxxkuenus (33%) [10].

Cepaednasi HETOCTAaTOYHOCTh — CaMBIH pacIpo-
CTpPaHEHHBIA CHMIITOMOKOMILIEKC y TAlUEHTOB C
HMJDK. HexoMmMmakTHBI MHOKapj IpeacTaBIIseT
c000i1 Ie30praHU30BaHHBIH CIIOH MBIIIIEYHBIX BOJIO-
KOH, B KOTOPOM HapyIIeHa HOpMaJbHas apXUTEKTO-
HUKa, 9TO BJIEYET 3a COOOH BRIPAKEHHOE CHIDKEHUE
€ro COKpaTHTeNbHOH crmocobnocTu. CrenoBaTeib-
HO, 4eM OOJIbIIIC TMPOIEHT HEKOMITAKTHOTO MHO-
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Kapaa oT oOmiel MacChl CepACYHON MBIIIIIBI, TEM
0omee BBIpAKCHHBIMUA OYAYT TPHU3HAKA XPOHHYE-
ckoii cepaeunoit HenoctatouHoctu (XCH). Kpome
TOTO, UIMEET MECTO XPOHHUUYECKAsI UIIEMHUsT MUOKap-
Jla, BOHUKAIOIIAS 110 MPUYUHE HAPYIICHUS MUKPO-
uupkymsiuu [11]. Cepaednas HeAOCTaTOUHOCTh Y
manreHToB ¢ HMJDK HOCHT Kak CHCTOIMYCCKHH,
TaK W Juactoianveckuil xapakrep. Hapyienue nu-
aCTONMYECKON (PYHKITHH MO PECTPUKTUBHOMY THITY
CBSI3aHO C MATOJIOTUYECKOW TpabeKyIspHOCTHIO
MHOKap/a jeBoro xenyaouka [12]. Cepneunas He-
JIOCTaTOYHOCTh SIBIISICTCS BEAYIIMM KIMHUYECKUM
CHH/IPOMOM, 3a4acTYIO OTIPEACTISIONINM TeUEeHUE U
TIPOTHO3 3a00JICBAHMUS.

Cpenu HapyIIeHUH CEpIEYHOTO0 pUTMa TMEPBOE
MECTO I10 YaCTOTEe 3aHUMAIOT ey I0UKOBbIE apUT-
Muu. OUOpWLIAIMS TPEACepIuil OTMeYaeTcs Y
25% nanueHTOoB, MApOKCU3MaJbHasl WK MOCTOSH-
Hast (hOPMBI JKEITyIOUKOBOW Taxukapauu — y 47%.
Hapymenne crucronmyeckoit GyHKIIMH JIEBOTO JKe-
JTyMOYKA B COYCTAHUHU C HKEITyTOIKOBOM TaXUKaPIH-
el MOXKeT OBITh IPUUMHON BHE3amHOU cMepTH [13].

AHaTtoMuyecKass HErOMOT€HHOCTh MHOKapia
JIEBOTO JKENyJI0YKa C HalW4ueM OoJiee TIIOTHOTO
KOMIIAKTHOTO M PBIXJIOTO JI€30PTaHN30BaHHOTO He-
KOMIIAKTHOTO CJIOS, BEPOATHO, MPHUBOTUT K DJIEK-
TPO(U3HONIOTHYECKOW HETOMOICHHOCTH MHOKap/ia,
YTO MOXKET CIIYXKHUTb CyOCTPaTOM JJIsi Pa3BUTHS HKe-
JIyTOUYKOBBIX apuTMHUi [14].

CHIKeHHe HAacOCHOW (DYHKIIUHM cepia, Haju-
e TIIYOOKHX MEXTPaOeKyJSIPHBIX MPOCTPAHCTB,
COMYTCTBYIOMAsT (GUOPHILIAIINS TIPEACEPANH co3/1a-
10T OJIarONpPUATHBIE YCIOBHS JUIst TPOMOO0Opa3oBa-
Hus [15].

«30510TBIM cTaHAapToM» nuarHoctukun HMIDK
SIBIIIETCSL YJIBTPa3BYKOBOE HCCIEIOBAaHHUE Cepiia
(IBymMEpHOE TpaHCTOpaKalbHOE, IPU HEOOXOIUMO-
CTH — YPECTHIIEBOTHOE, C KOHTPACTUPOBAHUEM).

CucremMaTH3UpOBaHHBIE  3XOKapuorpaduye-
ckue kpurepun quarnoctuku HMJDK npeanosxens
R. Jenni u E. Oechslin [15, 16]:

— Yrommenne crenku JDK 3a cuer upesmepHO
BBIIAIONIUXCSA B TIOJIOCTh JKENyI0YKa TPaOeKyml ¢
MIYOOKUMH MEXTPaOEKYILIPHBIMH CHHYCAaMH, CO-
CTaBJSIIOIIMMH HEKOMITAKTHBIHN CJION. DTOT CIIOH U3-
MEpsIeTCS B MECTE HAUOOJIBIICH TOJIIIMHBI B KOHIIC
CUCTOJIBI, TprueM cooTHoteHue N/C 10HKHO ObITh
6onee 2, rme N — TONIIMHA HEKOMITAKTHOTO CJIOS
Muokapaa, C — TONIIMHA KOMIAKTHOTO CJIOS MHO-
Kapna, u3MepeHHas B Muuimmerpax. J[ByxcioitHas
CTPYKTypa MHOKapa C HCTOHYCHHBIM KOMITAKTHBIM
U YTONIIEHHBIM HEKOMIIAKTHBIM CJIOSIMH, BBISBIISI-
eMas U3 MapacTepHaIbHOW MO3UIUU MO KOPOTKOMH
OCH.

— Busyanmzanus npy IIBETHOM JTOTILIEPOBCKOM
KapTUPOBAHUH TIYOOKHUX MEKTPAOCKYJISIPHBIX CH-
HYCOB, coeauHsronmxcs ¢ nonocteio JOK ¢ MHO-
JKECTBECHHBIMH TYPOYJICHTHBIMHU TTOTOKAMHU KPOBHU B
HUX.

— Hanmume MHOXECTBEHHBIX aHOMAJBHBIX Tpa-
oexyn (xopm) B momoctu JIK, ompenenstonuxcs
MPENMYIIECTBEHHO U3 4-KaMepHOH MO3UIINH.

— OTcyTcTBHE APYTrOi OPraHMYECKON MaTOJIOTHI
CTPYKTYp Cep/ilia i cOCY/I0B (B CiIydae U30JIMPOBaH-
HOTO CUHAPOMA).

Crnyuail U3 NpakTHKH

OOBIYHO «HEKOMITAKTHOCTE)» TIOPaKaeT BEpXy-
meyHsle u cpeanue cermentsl JIK. Hapyienus co-
KPaTUMOCTH MOTYT KacaThCsl HE TOJIBKO CETMEHTOB
C SIBHBIMH YepTaMU HEKOMIAKTHOCTH, HO U MHOKap-
Jla BCETO KEIYyIO04YKa, YTO MPUBOJIUT K CHUKCHUIO
rII00aTbHON COKPATUTENHHON (DYHKITHH CepIia.

Hpyrue mertonsr nccnenoanns (OKI, xonre-
POBCKOE€ MOHHTOPHPOBaHHWE, JabOpaTOpHBIE HC-
CJICIOBAHUS U JIp.) SIBIISFOTCS BCTIOMOTATEIbHBIMHU
1 HEOOXOTUMBI JIJIS OTIPEICIICHUS JaJIbHEH e TaK-
TUKU BEJICHUS TMAIMCHTa U Ha3HAYCHUS aJICKBaTHO-
ro sieduenus [17].

OtuotponHoro jedeHuss HMJIDK nert. Jleuenue
nanueHToB ¢ HMJDK 3akimrouaercss B MeAMKaMEH-
TO3HON Tepamuu CEepACYHON HEIOCTATOYHOCTH C
MIPUMEHEHUEM BCEX COBPEMEHHBIX KIACCOB Ipe-
napaToB, B NpOQUIAKTHKE TPOMOOIMOOIMUECKUX
OCJIOKHEHHUM, aHTHApUTMHUUYECKON Tepanuu. Bcem
manueHTaM ¢ qokazanaeiM HMJIDK, He3aBrcumo ot
pasmepa u cteneHn auchyakiun JDK, mokazaHs
nepopabHble aHTUKOATYJISHTHI [6].

ITpu Hanmuuuy HapyLIEHUI pUTMa JUIs OIIpeese-
HUS TAKTUKH JICUCHHSI BaXKHBI JIAHHBIC HHBA3UBHOT'O
3NIEKTPOPHU3HOIOrHIecKoro uccienosanus (3PU),
M0 pe3yJbTaTaM KOTOPOTO pelraercsi BOIPOC O He-
00XOJMMOCTH HMMIUIAHTAINN DIIEKTPOKAPIAHOCTH-
mynsaTopa (OKC), a Hepenko — kapanoBepTepa-ze-
¢ubpunstopa (KB).

TpaHcrutanTaIys cep/a noka3aHa rnareHTam ¢
HMJDK mpu mporpeccupyroleii, peppakTepHoi K
JICYEHUIO CEPJICUHON HEJIOCTaTOYHOCTH [6].

[Iporno3 3aboneBanust HeOMarompuaTHbIN. [la-
[UEHTHI MOTUOAIOT OT JICKOMIICHCAIIUU KPOBOOOpa-
nieHus, pe)pakTePHON K Teparuu apuTMHH, TPOM-
005MO0IMH JIETOYHOW apTEPHH WIIH BHE3AITHO.

B kauecTBe wWIUTIOCTpanMd TIPHUBEIEM COO-
CTBEHHOE HAOJIO/IEHNE KIMHWYECKOTO Ciydas W3
MIPAKTHKH.

[Manment I1., 49 ner, B mapte 2015 r. BIep-
Bble O0paTUiICSl B YUYPEXKJICHUE 3JIPAaBOOXPAHCHUS
«["poHeHCKHN O0JIACTHON KIMHHYECKUH KapIuo-
norudecknid nieHTp» («I'OKKIl») ¢ xamobamu Ha
oIytieHne nepedoeB B paboTe cepia, yMepeHHYIO
OJIBIIIKY TpH (PU3NIECKON HArpy3Ke.

W3 anamue3a 3a00s1eBaHNs U3BECTHO, YTO TEpe-
Oou B paboTe cepAla OlIyIacT B TeUEHHE HE MEHEE
20 nmer, MmenukaMeHTO3HO He neumicsa. AJl B mpe-
nenax 120-130/80 mm pt. cT. OT™Meuan yxyaieHue
CaMOYYBCTBHS IOCIIE TIEPEHECEHHOW ITHEBMOHHHU
B TIPONUIOM TOJy, JICUWJICS CTallMOHAPHO, PEHT-
TeH-KOHTPOJIb 0€3 BOCHAIUTEIbHBIX H3MEHEHUH.
C »TOro BpeMeHH OTMEUYaeT MOBTOPHO OIIYIICHUE
nepeboeB B paboTe cep/ila, HapacTArOIIY 0 OJbIIII-
Ky npu Qusudeckoii Harpyske. [Ipu npoxoxaeHnn
XoNTepoBckoro MoHuTopupoBanms OKI'  (XM-
OKI') mo M/kuTenbCcTBa BBIABICHBI AB-01okama
I, II, u III crenenu ¢ muanmansaoit YCC 38 ya. B
MuH., yacTas JKOC, [DKT. ['ocnutanuszupoBaH B OT-
nenenue yupexaenus 3apasooxpanenus «["OKKID
C LENbI0 J00OCIeIOBAHNS B ONIPE/IEIICHUS] TAKTUKA
JIEYCHUSI.

JlanHbIe TabOpaTOPHBIX MCCIeTOBaHUN (0OTTIit
aHaJIu3 KPOBM, OOINMH aHajiu3 MOYU, OHOXUMHU-
Yeckoe HccieloBaHle KPOBM, TeMOCTa3HOrpam-
Ma, [l-mumephl) B mpejienax JOIMYCTHUMbBIX 3Hade-
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Criyuall U3 paKkTUKN

Huit. Iloxazarens BNP Boime HopMbl — 497 HI/MIT
(N = 0-125 ar/mm).

[Ipu MOCTYTUIEHUHT OBLITI0 BBITTOJTHEHO
XM-DKI' Ge3 nedenus, Tae 3aperucTpUpPOBaH CH-
HycoBblii putM ¢ YCC ot 47 1o 79 ya. B MuHy-
Ty. Ilonnas BHyTpmxemynoukoBas Onokanga, QRS
170-180 wmcek. XKemynodykoBbIE 3KCTPACHCTOJbI
onuHOYHBIC — 2124, mapubie — 9. Dnm3oasr AB-610-
kaael: I crenenn, PQ mo 400 mcek.; II cremenmn
I Tuma ¢ RR 1690-1930 mc., 2:1, III creme-
Hu (puc. 1).

Hannsie XM-OKI' Ha ¢one npoBoanmoit Tepa-
nuu: nonHast AB-6nokana 11l cremenu ¢ wacToToii
KemynoukoBeiX cokpamiennii (UKC) ot 51 mo 86
yI. B MUH., HeuacThie dnu30161 AB-61okansr 11 cte-
nenu | tuma. MakcumanbsHblid naTepBaT RR=1673
MceK. JKeny104KOBbIe 3KCTPACUCTOJIBI: OJUHOYHBIE

— 22855, napubie — 1722. Onu301bl HEYCTOHYUBOU
MOJTMMOP(HON JKETyTOUKOBOM Taxukapauu — 137 ¢
gacToToit — 103-125 ya. B MUH., ITUTEIHHOCTHIO OT
3 1o 5 QRS komruiekcos (puc. 2). AB-6iokana I

I crenenu I Tuma ¢ RR ot 1355 no 1642 mcexk.:
Bcero — 32.

Oxokapauorpadus: pasmep AO 35 mm, AK
20 MM, CTBOPKH W3MEHEHBI, YIUIOTHEHH. AK:
AP — 4,1 cwm, 2-3 crenenu. KJIA, TK, MK — cTBOD-
KA HE HM3MEHEHBI, KajabluHo3 koybla MK. MK:
MP — 4,0 cm, 2-3 crenedu, cMmelneHue koibia MK
otHOocuTeabpHO TK mo 7 mm. TK: TP — 2,3 cMm, 2 cTe-
neau. Cucronmyeckoe pasienue B JIA mo TP 25 Mmm
ptT. ct. IITK — 8,6 MM (2 crenens). AopTa U3MEHE-
Ha, HEPAaBHOMEPHO IMOBBIIICHHON 3XOT¢HHOCTH, HE
pacumpena, JIIT 50 (51/64) mm, TIIT (32/45) mm,
JOK: K 75, KCI 56, KO 297, KCO 152, YO
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Pucynox 1. — @pazmenm IKI" ¢ AB-on0kaooi 111 cmenenu
Figure 1. — Fragment of ECG with AV-blockade of the 11l degree
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Figure 2. — Fragment of ECG with paroxysmal unstable polymorphic ventricular tachycardia
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145, ®B 49%. B B-pexume kop-
PEKTHO BBIBECTH JNIMHHYIO ocb JDK
He ynanock. MXKIT 14/17, 3CJIXK
13/19, ITXK 20. CokpatuMoCTh MH-
okapaa JOK muddysno cHmkena.
3akmoueHue: DXO-NMPU3HAKU aTe-
POCKIIEPOTHYECKOTO  MTOPAKECHUS
AOpTHI, HEKOMITAKTHOTO MHOKap/a
Bepxywku JIK, cooTHOLIEHuE TOI-
IIUHBI HEKOMITAKTHOT'O U KOMITAKT-
HOTO CJIOCB MUOKapAa COCTaBIIACT
3:1, cootBercTBeHHO. Henocra-
TOYHOCTH ~ AOPTAJIBHOTO  KJIama-
Ha (peryprutamusi 2-3 CTEICHH).
Pacmupenune mosoctei  J1eBOro
JKeJly/louKa U JIEBOTO Mpeacepauns.
luneptpodusi Muokapja JIEBOrO
xenmymodka. KanbIHO3 KoJsbla
MUTpaJgbHOTO KiamaHa. Cwerie-
HHUE KOJIbIIa MUTPAIBHOTO KJIaraHa
OTHOCUTEJIFHO KOJIbIIA TPHUKYCITH-
JlaJbHOrO KIanaHa. Perypruranus
2-3 cTENeHUu Ha MUTPAIbHOM Kia-
naHe. CHUXKEHUE CHCTOIMYECKOU
¢yaxmm muokapaa JOK. Ilpoma-
OupoBaHHE CTBOPOK TPHUKYCIIH-
JIATbHOTO KJamaHa 2 CTENeHu ¢
peryprutanueii 2 crenenu (puc. 3,
3a, 30).

Oxokapauorpadus: pazmep AO
35 MM, AK 20 MM, CTBOpKH H3Me-
HeHbl, yutoTHeHBL. AK: AP — 4,1
cMm, 2-3 crenern. KJIA, TK, MK —
CTBOPKH HE U3MEHEHBI, KAJbIINHO3
xonba MK. MK: MP —4,0 cMm, 2-3
CTeIeHn, cMmereHne koabna MK
otHocutensbHo TK mo 7 mm. TK:
TP — 2,3 cM, 2 crenenn. Cucroiu-
yeckoe naienue B JIA mo TP 25
MM prT. cT. I[ITK — 8,6 mm (2 crte-
MeHb). AopTa U3MeHeHa, HepaBHO-
MEPHO MOBBIIIEHHON 9XOT€HHOCTH,
He pacrmmpena, JIIT 50 (51/64) mwm,
MIT (32/45) mm, JOK: KOO 75,
KCH 56, KO 297, KCO 152, YO
145, ®B 49%. B B-pexume xop-
PEKTHO BBIBECTH JUIMHHYIO 0ch JIOK
He ynamock. MXII 14/17, 3CJIXK
13/19, 11X 20. CokpaTuMOCTh MH-
okapaa JOK muddys3Ho cHmkeHa.
3akmroueHue: DXO-TIPU3HAKU aTe-
POCKIIEPOTHYECKOTO  MOpaXKEeHUs
AOpThI, HEKOMITAKTHOTO MHUOKap/a
Bepxyuku JIK, cooTHoLIEeHuE TOM-
IIHBI HEKOMITAKTHOTO W KOMITaKT-
HOTO CIIOEB MHOKapia COCTABIIAET
3:1, coorBercTBeHHO. HemocTaTouHOCTH aOpTalib-
HOro kmamaHa (peryprutauus 2-3 crenenu). Pac-
LUIUPEHUE MOJOCTEH JIEBOTO KEIyJ0uYKa U JIEBOTO
npencepausi. 'uneprpodus Muokapaa JIeBOTO Ke-
nmynouka. KanpimHO3 KOJbIla MUTPAIFHOTO Kilama-
Ha. CMeleHne Koiblla MUTPAIbHOTO KIIaraHa OT-
HOCHUTEIIBHO KOJIbIla TPUKYCHUIAIBHOTO KiarmaHa.
Perypruranus 2-3 cTteneHyu Ha MUTPAIbHOM KJiarna-
He. CHIDKEHHUE CUCTOJIMYECKON (DYHKIIUM MUOKapia

Criyuall U3 IpaKkTUKN

Pucynok 3. — 3XO-KT nayuenma c HMJL)K 6 4-kamepnoii nozuyuu.
(A) — KobYO MPuUKyCcRUOAIbHO20 Knanana, (B) — konvyo mumpansnozo
Kknanana. /[ucmonus pacnonoxcenus Koaey MumpanbHozo

u mpuKycnudaﬂbHozo Kjlananose

Figure 3. — ECHO-CG of a patient with NMLV in a 4-chamber position. (4) - tricuspid valve
ring, (B) - mitral valve ring. Dystopia of the location of the rings of the mitral

and tricuspid valves

Pucynok 3a. — Himepenue monwunst Hekomnakmuozo (H) u komnakmnozo
(K) cnoeé muokapoa, coommnouienue Komopuwix cocmaensem 3:1,

coomeemcmeeHHo

Figure 3a. — Measurement of the thickness of non-compact (N) and compact (C) myocardial

layers, the ratio of which is 3 : 1, respectively

JIK. IIponabupoBaHne CTBOPOK TPUKYCHHIATHHO-
ro KJIamaHa 2 CTeNeHU C perypruranueil 2 creneHu
(puc. 3, 3a, 30).

Koponapoanruorpadus: KA: ctBon nmpomomxa-
ercs B OB. OB: kpynHas 0e3 cTeHO30B, KOHTYPBI
gétkne. BTK1: Bemonaser ¢ynakmuio JIB. TTKA:
CTBOJI KOPOTKMH IIMPOKHUH, paHHEE [eJeHHE Ha
BETBHM, 0€3 MpPU3HAKOB CTEHO30B. JloKain3oBaTh
BO3MOKHOe oTxoxaecHue IIMJKB kak camocTosi-
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Crnyuail U3 pakTUKN

Pucynok 36. — 3XO-KI nayuenma ¢ HMJIXK ¢ anukanvnoii no3uyuu.
(A) — HeKoMnaKmHwLL C0U MUOKapoa,

(B) — Komnakmuulii 108 MuoKapoa

Figure 3b. — ECHO-CG of a patient with NMLV in the apical position. (A) — non-compact 2

myocardial layer, (B) - compact myocardial layer

TEJIHHON BETBH OT a0PTHI HE YJAJIOCh. 3aKIIIOUEHHE:
AHOMAJINsI KOPOHAPHBIX apTepHil.

UpecnuieBogHast SXoKaparorpadus: AUCTONM-
YeCKO€ paCIOJIOXKEHHE KJIAaHOB MUTPAJIbHOTO H
TPUKYCIHIAIBHOIO KJIAMaHoOB ¢ KosbLamu. Cwme-
meHre kojelia u ctBopok MK otHocutensno TK.
B nosunuu TK tpu crBopky, B nozuuun MK — ase
ctBopkH. [Iponabuposanne ctBopok TK 2 crenenu.

B pesynbrare nmpoBeieHHOT0 00cie1I0BaH sl ObLI
BBICTaBJIEH AuarHo3: «HacnencTBeHHas kapanoMu-
ornaTtusi (HEKOMIAKTHBIM MHOKapn), JUCTOIHUS KO-
Jell U CTBOPOK MMTPAJbHOTO KJIAIlaHA B IIOJIOCTb
JIEBOTO Kenmynodka. Perypruranus 2-3 cTeneHn Ha
MUTpajbHOM Kiamane. OTHOcHUTENbHAas HEAOoCTa-
TOYHOCTb A0PTAJIBHOTO KiamnaHa 2-3 crenenu. [1po-
na0upoBaHUE CTBOPOK TPUKYCIHIAAIBHOIO KJIalaHa
¢ peryprutanueil 2 crenenu. Yacras moJuTONHAas
JKOC. YacTthie MapoOKCH3MBl HEYCTOHIHBOM ITOJH-
mopduoit [IDKT na hone AB-6mokazst 1, 2 u 3 cre-
MeHu. ATepockiepo3 aopThl. AHOMANIUS Pa3BUTHSA
KopoHapHbIX cocynoB. HITA. Jlerounas rumepreH-
3us 1 creneHm».

Bbu1o npuHsATO perieHue 00 UMIUIAHTALUK Kap-
IroBepTep-aehudpruIITOpa. Oneparus BBITOTHE-
Ha 0e3 ocnmokHeHUH. [Ipy BBIMOTHEHNH KOHTPOIb-
Hoii mporpammaruu K]l — napymenuii ver.

Crycrst Tpu roga, B 2018 1. manueHT cHoBa 00-
pamaercs B yupexaeHue 3apaBooxpanenus «I'OK-
KL» B cBSI3U ¢ yXyILIEHUEM COCTOSIHUS 30POBBSI.

[Ipy moctymieHUn OOLIEKINHUYECKHE aHAIU3bI
— 0€3 MmaToIoTny.

buoxuMudeckuii aHaau3 KpoBu: OO0ImuMH Oe-
Jok 79,6 1/n, moueBuna 6 mmounb/n (N=1,7-8,3)
MMOJIb/J, KpeaTHHHH 82 MKMOJIB/JI, XOJECTEPHH
7,09 mmonb/n (N=0-5,2) MMOJIB/J, TPUTITUIUPHIBI
1,19 mmomw/i (N=0-1,7) MMOJIB/J1, OMITHPYOHMH OOTIIHH
41,8 w™xmomp/nm  (N=8,5-20,5) w™kMonb/n, Ou-

mupyomH  mpsimot 11,2 MKMOIB/IT
(N=2,1-5,1) MKMOJB/N, TIIOKO3a KPOBH
6 mmous/n (N=3,5-6,2) MMoJb/J, acmap-
taTamuHOTpaHcdepasza 25,2 En/n, ananu-
HamuHOTpaHcdepaza 18,6 En/n, natpwmii
140 Mmouts/1 (N=135-150) MMOITB/71, KaJTHid
4,7 mmonnw/im (N=3,5-5,5) MMoJIB/T, XJIOpH-
161 106 Mmoe/m (N=92-110) MmMoms/m.

ITokazarens BNP BbllE HOpMBI —
1534 ur/ma (N=0-125 ur/mn).

XM-3KT": purm OKC c¢ ygactoroil xe-
nmynoukoBbeix cokpamenuit (UKC) ot 60
no 116 yn. B munyry. Cpenusas YXKC:
nHeM — 78 ya. B MHH., HOUbIO = 67 yI. B
MuHyTy. RR makc. = 1280 mcek. XKemy-
JIOUKOBBIE HKCTPACUCTONBI: OJUHOYHBIE —
1270 (monumop¢HbIie), napHble — 42. Han-
JKEITYI0YKOBBIE IKCTPACHUCTOIBI: OIMHOY-
Hble — 825. OueHKka TUHAMUKH CETMEHTa
ST 3aTpynHeHa.

Oxokapauorpadpus:  AO 36, AK
20, cTBOPKH U3MEHEHBI, PUOPO3, KaIbIH-
Ho3. AP — 3,8 cm, 2 crenmenu. KJIA,TK,
MK — ctBopku He uszmeHensl. MK: MP —
5,3 cm, 3 crenemn. TK: TP — 3,0 cm,
crenenn. CHcTOMMYECKOE  JaBie-

une B JIA mo TP 35 mmHg. JIIT 50

(46/56), TIIT (46/58), JOK (M-pexum):

KA 73, KCA 54, KOO 277, KCO
144, YO 133, ®B 48%. MXII 14/21, 3CJDK
14/22, TDK: Ilepenne3amamii pasmep (M-pexum)
17 MM, B 4-kamepHoit o3uruu 40/77 mMm. Koned-
HO-/IMacToJInYecKas Iuiomans 26,6 cM?, KOHeu-
Ho-cucTonrueckas riomans 21,0 em?. OUIT 20%.
[epemusist crenka [1DK: auacrona 6,7 mM. B 00na-
ctu Bepxymiku [1DK onpenensiercs pmkcupoBaHHBIN
aMeKTpo. HekoMImakTHBIN MHOKap 00JacTH Bep-
xymku JOK. Juctommst xonmerr MK u TK (kombmo
MK cmemieno 10 7 MM 1 IeKHAT HUKE Kosbita TK.).
Jlucronust pacosoxKeHNs KOPHEW a0pThI U KJIallaHa
JIA cHOpMaTbHBIM AHATOMUYECKUM IPCHUPOBAHUEM
MoJIOCTEH cep/na. 3aKIF0UYeHUE: X0-TIPU3HAKH aTe-
POCKIIEPOTHYECKOTO TOPAXKEHHSI a0PTHI. DXO-TIPH-
3HaKM HEKOMIAKTHOro Muokapnaa Bepxymku JDK.
l'uneprpodus Muokapaa 00oux xemyaoukoB. Pac-
HIMpeHue Bcex Kamep cepaua. Jucronus pacroso-
JKEHUSL KOJIEL MUTPAJIIbHOTO U TPUKYCHUAAIBHOIO
KJIanaHoB. /lMcTonus pacroyioKeHusT aopThl U Jie-
TOYHOW apTepuu ¢ aHATOMUYECKUM HOPMAIbHBIM
JpEeHHpOBaHNEM Kamep cepana. HemoctaTrodHOCTb
AOpTAJILHOTO KJamaHa (peryprutanus 2 CTETEHH).
Peryprutamust 3 crenenn Ha MK. Perypruranus
2 crenenu Ha TK. CHmxeHune cuctoanyeckoi pyHk-
unn muokapaa JOK. Dnektpon B mpaBbIX OTAEnax
ceparma.

Ha ¢one mpoBoamMoro medeHus oTMedanach
MOJIOKUTENbHAS TUHAMMKA, 3MHU307I0B HEYCTOWUH-
BOM TIONMMOP(HOH KETyJOUKOBOH TaXUKapAHU Ha
nanaeiM XM-OKI' 3a nepuon nmocneaHeil rocnura-
TU3aIiK He 3a(hMKCUPOBAHO.

[larmenT OBUT BBIMHCAH C yiydiieHHeM. JlaHb
pEeKOMEHIAINN TIPOAODKHUTh JIedeOHO-peaduInTa-
[IMOHHBIE MEPONPUATHS Ha aMOYyJIaTOPHOM 3Tare.

PaccmarpuBaeMsblil citydail NpeACTaBIseT WH-
Tepec U JEMOHCTPUPYET CIOXKHOCTh JTUAarHOCTHKU
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HMJIDK, ocoO0eHHO B cOYETaHHU C MHOYKECTBEHHBI-
MU aHOMAJTHSIMH PA3BUTHS CTPYKTYP cepana (IUCTo-
MUs KOJIET] MUTPAIBHOTO U TPUKYCITUATHHOTO Kila-
[IAHOB, AHOMAJIUS PA3BUTHS KOPOHAPHBIX apTePHl —
OTCYTCTBHE MEPEAHEH MEX KETyI0UKOBOU BETBH) B
CBSI3M C OTCYTCTBUEM CIIEIU(DUIESCKUX MPOSBICHHUN
IIaHHOTO 3a00JeBanus. B To ke Bpems HeOIaronpu-
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Crnyuail U3 npakTHKH

ATHBIH POTHO3 M BBICOKAs JICTAILHOCTD NPH JIaH-
HOI IaTOJIOTMU ONpeeNseT He0OXOJUMOCTh €ro
pacrio3HaBaHUsl Ha PaHHHUX CTAIUSIX U IUpPepeH-
UPOBAHHOI'O TOAX0Ja K JICUCHHIO B 3aBUCHMOCTH
OT TSDKECTH COCTOSHHSI TTALMEHTa C UCTIONb30BaHM-
€M COBPEMEHHBIX METOJIOB KaK KOHCEPBAaTHBHOTO,
TaK U XUPYPrHYECKOTO JICYCHHUS, YTO 3HAYUTEIHLHO
VIIYUYIIAT KA4eCTBO KU3HH MAIMEHTOB.
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CLINICAL CASE OF COMBINATION OF NON-COMPACT
MYOCARDIUM OF THE LEFT VENTRICLE WITH CONGENITAL

ANOMALY OF THE CORONARY ARTERIES
'Kepurko T. L., 'Snezhitskiy V. A., 'Litvinovich S. N., ’Rubinskij A. Yu., ’‘Madekina G. A.,
2Chernaya E. N., Epifanova Zh. G.
!Grodno State Medical University, Grodno, Belarus
’Grodno Regional Clinical Cardiological Center, Grodno, Belarus

Non-compact myocardium of the left ventricle is one of the rare primary cardiomyopathies, which is characterized
by impaired endomyocardial morphogenesis, left ventricular hypertrophy, its excessive trabeculation and the
formation of wide interstitial spaces. The unfavorable prognosis and high mortality in the syndrome of myocardial
non-compactness determine the necessity for its recognition in the early stages and a differentiated approach to
treatment. In the article, we give an example of clinical observation of a patient with non-compact myocardium of the
left ventricle and a congenital anomaly of the coronary arteries, hospitalized to the healthcare institution «Grodno
Regional Clinical Cardiology Center» in 2018. The patient was conducted a number of diagnostic methods for
verification of the diagnosis.
Keywords: non-compact myocardium of the left ventricle, cardiomyopathy, heart failure, non-coronary ventricular
arrhythmias.
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