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The results of surgical treatment of a patient with isolated left ventricular apical hypoplasia

and left ventricular noncompaction
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There is a presentation of the results of a two-year follow-up after surgical treatment
of a patient with chronic heart failure and a permanent form of atrial fibrillation, in
which isolated apex hypoplasia and non-compaction of left ventricular myocardium
were revealed.
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B nmocrtymHoit nuTteparype omyOJIMKOBaHBI HaOIONe-
HUSI He 00J1ee YeM 43 MaIleHTOB C N30IMPOBAaHHOM THITIO-
I1a3ueit BepXymku JieBoro kemymouka (MI'BJI2K) — pen-
KOM BpPOXIEHHOM KapOWOMMOIIATUEN, OIMMCAHHOM BIIEp-
Bele B 2004r B KimBienn Kmmauk, CIIA [1]. MTBJIK
4acTO COYETAETCs C pa3IUuYHbIMUA aHOMAJIMSIMU aHATOMU-
YeCKOIo CTPOEHMSI U 3IEKTPOGU3NOJIOTMYECKIX CBOICTB
MMOKAap/a, YTO OINpeAesseT KIMHUIECKYIO KapTUHY 3a00-
JIeBaHUs OT OTCYTCTBUSI CUMIITOMOB 10 JIETAJIBHOTO UCXOAa
[2-4]. TIpencTaBieHHBI KIMHUYECKUA CIIydail JeMOH-
cTpupyeT 2-JeTHee HabmiogeHne manmeHTta ¢ MI'BJIK
W HEKOMITAKTHBIM MHMOKApIOM JIeBOTO Xerymouka (JI2K).
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IMamment I, my>kamHa 32 JIeT, TOCTYIUI C XaJlo0aMu
Ha ONBIIIKY TIpA HEOONBIINX (DU3MIECKUX HarpysKax,
MOBHIIIIEHHYI0 yToMisgeMocTsb. Ha DKI' 3apernctpupo-
BaHa dubpwusunsa npencepauii (PI1), MenmKaMeHTO3-
Hast KapanoBepcus 0e3 3¢ deKra, HapacTaad MPU3HAKA
XPOHMYECKOM cepaeuHoi HemoctaTouHOocTH (XCH),
pedpakTepHBIC K CTaHTApTHOM Tepanuu (aurokcuH 0,125
MT, orcompoiona 5,0 mr, puBapokcabaH 20 MT), 3aIlIaHM-
poBaHa panrouyactoTHas admamus (PYA) OII.

IIpu ocMoTpe HU3MUECKOE pPa3BUTHUE COOTBETCTBO-
BaJIO BO3PACTy, HOPMOCTECHUK, TTepru(hepUIeCKIX OTCKOB
HET, [TACTO3HOCTD rojieHei. I1o JaHHBIM TecTa 6-MUHYT-
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Puc. 1 (A, B). A — 3KI npu noctynnexum B ctaumoHap, b — 9K yepes 6 mecaues nocne nmnnantaumn UK v PHA &M ¢ cuctemoit Carto.

TISO Y Mit1a
S&-1/adult S&-1ladunt

BT bipew

PHILIPS TIEDT MiIT4 H g TIS0.T Mild

S8-10Adult S5-1Adult
FR 43Hz FR d43Hz
i

B r
Puc. 2 (A, B, B, I'). A — aHoManbHOE pacnonoxeHWe NanuisPHO Mbilwbl JIK (ykazaHo cTpenkoit); B — cuctona xenyaoukos BeinsuvsaHue MIMX B cpeaHyix v 6asanb-
HbIX OTAEenax Bnpaso; B — OTCYTCTBME CTBOPOK a0PTaNbHOMO KnanaHa B TMNMYHOM MecTe; ' — aHOManbHOe NpUKpenieHve nepeaHei CTBOPK MUTPaIbHOMO KinanaHa.

98



KITMHNYECKWE CNYHAN

TEDY MIDS
ET-Zyadult

TISD.T MiC4
XT-2uifdun

B

TIEDY MIDS
ET-2tlAdult

FR S0MHz
136

TISD2 MIDS

Kr-2tiAdult
3D Baate 1

r

Puc. 3 (A, B, B, I'). A — ywiko JIM 1 nonocts JIXK ¢ runonnasvpoBaHHoi BepxyLLKO; B — npuTouHbIA 1 OTTOYHBIA OTAenb JIK; B — TpukycnuaanbHas peryprutaums
B PEXMME LIBETHOrO [OMNMNIEPOBCKOro KapTupoBaHus; I — TpexmepHas mMofenb MUTPabHOrO KnanaHa, NiaoCcKoCTV BU3yanu3aumy aopTanbHOro U TPUKYCMIMAANBLHOTO

KnanaHos.

HOM XOObObl TUCTAHIMS, MPOMACHHAS B TeYeHUE 6 MUH
(6MWD) cocraBuia 405 MeTpoB, YTO COOTBETCTBYET
dyakmonanmpHOMY Kiaccy (PK) II XCH mo NYHA, 4
Oayta mo MoauUIIMPOBAHHOM IIKaje onbIku bopra.
Ha DKI BreistBieHa HopModopma PIT (puc. 1).

Hannabsie DOxoKI: JIXK mrapoo6pasHoit popMbl, pac-
IIAPEH B MONECPECIHUKE, YKOPOUCH B IIPUTOYHOM OTHEIIC,
MexokenyaoukoBasi neperoponka (MZKIT) B cpemHux
1 0a3aJbHBIX OTHEIaX BHIOYXaeT BIIPABO; OTMEUECHO CHH-
XEeHHE COKpaTUTENIbHOM crocoOHocT Muokapaa JI2K
C 30HAMM aKWHEe3a alMKaJIbHBIX CETMEHTOB. BEIsIBICHA
yMepeHHas AuIaTaiys 000UX TIpeacepanii, YIUIOTHEHHE
sHpokapaa MXKII, npukpenieHue KoMIUIeKca TMarui-
JISIPHBIX MBI Ha VIUIOMIeHHOM Bepxymmke JI2K. Ymmm-
HEHHBIN npaBbIii Xeaymodek (I12K) ompemessit BepXyIiKy
cepaua, GopMupyst o6TeKanii KOHTYp Bepxyiuku JIK.
®B JIXK — 34%. CokparurenbHast crocobHocTh JIK

W HacocHasg (DYHKIOUS 3HAYMTEIHPHO CHWKCHBI: KOHEU-
HbI quactonnyeckuit pasmep (KAO) — 162 M1, KoHeu-
HbIi cuctonmaeckuit pasmep (KCO) — 107 mut, ppakims
BbIOpOCa jeBoro xkenynouka (PB JIXK) — 34%; cepaeu-
Heii uHaeke (CHU) — 1,4 J'I/MI/IH/MZ. IIpaBele OTHEITHI
cepAlla yBEeIMYCHBI 3a CUYET 0a3ajJbHO-aITMKaJIbHOTO
u oTrTouHoro otaena. Cucrommueckas ¢GpyHkumsa I12K
YMEPEHHO CHUXEHBI, (hpakivs W3MEHEHUs TUIOMAIN
npasoro xenynouka (FAC) — 29%.

AoOpTaTbHBIN KJIallaH He M3MEHEH, CMEIIIEH B HEOPTO-
TOHAJIBHYIO TJIOCKOCTh. MUTpPAJIbHBIN KJIallaH UMEeT IBe
CTBOPKM C aHOMAJbHBIM NPUKPEIJICHUEM IIepemHeid
CTBOPKM K TMANWUISIPHO MEIIIIE, PacIlOIOXeHHOM
B cpennei Tpet MXKII (puc. 2).

TpuKycnaaabHbII KilaraH THIIUIHOM aHATOMMH, YMe-
peHHas IT0 00beMY TPUKYCITMOAIBHAS PEryprUTaIys, Tpa-
JUEHT CTPyH peryprutauuu 63 Mm pr.ct. IlpusHaku yme-
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r
Puc. 4 (A, B, B, I'). A — n3onupoBaHHas runonnasus BepXyLLUKY v NoBbILLEHHAs TPabekynsipHOCTb Muokapaa; B — 4-kamepHasi npoekLys (pexum KMHoneTnu, auactona),
B — kopoTkas ocb (pexum kuHoneTnu, auactona); I — 4-kamepHas npoekuys (T1-FatSat).

TISDE Mi1 4 BHILIDE TIB2.1 Mi1.2
S&-1fAdunt S5-1/Aadult

TIS0E MIQT BHILIDS TI20.8 MIOT
FGBU FCS5H Khabarovsk 55-1/Adult FGBY FCS5H Khabasovsr S3-1/Adult
FR dTHz
=1} 1Tem
o

Tameds

B r
Puc. 5 (A, B, B, I'). A — B npaBbix kamepax 31eKTPOA, dHA0KapANANbHON cTuMynsaumn; B — BeinsumBane MIMXK B cpenHmx n 6a3anbHbix oTaenax Bnpaso; B — rpagneHt
peryprutaumm Ha TpukycnuaansHom knanase — (PG MM pT.cT.); T — COOTHOLLEHWE NMKOB TPAHCMUTPANbHOMO NoToka — E/A.
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TEO4 M13

L

TIS0Es M1

B

Dwcxypoun
7.4

Puc. 6 (A, B, B, ). A— aHaTOMU4eCckoe COOTHOLLEHUE NIEBBIX V1 MPaBbIX KaMep CepALa, 3NeKTPOA, SHAOKapAnanbHO CTUMYNSLMK B NpaBbIx 0TAenax; b — cucronnyeckuii
rpafveHT TPUKycnnaansHoi peryprutauumn; B — o6bemHas mogens nonoctelt cepaua, nesble otaens, HMQLab; I — makcumanbHas v MUHUManbHas akCKypcus B MM

cermeHToB JIK ¢ 30HaMu annkanbHOro aknHesa.

PEHHOI JISTOYHOM TUTIepTeH3UN. YpecIMIIeBOTHOE HCCIIe-
moBaaue (YI1BxoKI): momomHUTETBEHBIE 0OO0pa30BaHUS
B KaMepax cepIiia He BeISIBICHBL. [10MITO3UIMOHHO BU3ya-
ym3upoBaiics chepudeckoir ¢opmbl JIXK co cpesanHoit
BEPXYIIKOM, KOMIUICKC TAIJUIIPHBIX MBI IIPUKPETUISI-
ercsa Ha ymiomeHHo# Bepxyike JIK, ymmuaennsiii T12K,
3aBOpaYMBaIOIINiics 3a BepxymKy JI2K. JIJaHHBIX 0 HATMIUT
CEeTITANTLHEIX Ae(heKTOB He IOIyIeHO (pHuc. 3).

I[lo maHHBEIM MarHHUTHO-PE30HAHCHOIT TOoMOTpaduu
(MPT) opransl cpenocterus nudGepeHINPYIOTCS, aHATO-
MIUYECKHE B3aMMOOTHOIICHWSI He HapylleHBHL. Bepxyika
cepnua npenacrapiaeHa 12K, M2KIT B GazanbHbIX OTAenax
BbIOyxaeT B rtosiocth [12K. Tommaa M2KIT — 10 MM, 60ko-
Boii creHkn JIDK — 7 mM, Bepxymku JIZK — 9 mm. TTokaza-
term reMommHamukn: KJIO — 165 mir; KCO — 112 wmumg
®B — 32,3%. BoisBieHo ykopouenue JIXK co chepuue-
CKUM pPEeMOIECIMPOBaHMEM, MecTo Bepxymku JI2K 3amoi-
HEHO XXMPOBOI TKAHBIO M BEepXYIIKO# ymmHeHHOTo 12K,
B Muokapme BepXyIIKy B MHTPAMyPaIbHBIX CIIOSX OIpere-
JIIeTCs XKUPOBask TKaHb TOJMMIMHOK 10 5 MM. B mepenHux

¥ OOKOBBIX CETMEHTAaX MMEIOTCS IIPU3HAKM HEKOMITAKTHOTO
MHOKapaa (COOTHOIIICHIE HEKOMITAKTHOTO K KOMITAKTHOMY
MMOKapIy B CUCTOJy Koneoercs ot 2:1 mo 2,8:1). Tlarm-
JIIPHBIC MBIIIIIEI TTPUKPEIUISIIOTCS K BepxXylike. OTMedeH
mddy3HbIT THITOKMHE3 cTeHOK JIK ¢ akmHe30M Bepxy-
meuHbIx cerMeHToB, M2KII B cpeqHux u 6a3aibHBIX OTHE-
J1ax BBIOyXaeT BIIpaBo. JIeBoe mpencepnue (JIIT) u mipaBeie
KaMepHI Cepalia pacIipeHsl (puc. 4).

OCHOBBIBasICh Ha KIIMHUKO-aHAMHECTUICCKON Kap-
THHE 3a00JieBaHMsI, HAHHBIX OOBECKTUBHOTO OCMOTpa
¥ Pe3yAbTaTOB J1a00PaTOPHO-MHCTPYMEHTATBHBIX METO-
IIOB HCCIICIOBAHMIA, B CBSI3M C BHICOKMM PHMCKOM BHE3all-
HO#1 cepaedHoil cMepTH, OOJIPHOMY M3MEHEHAa MeIMKa-
MeHTO3Has Teparnms (amronapoH 200 Mr, 3IiepeHOH 25
MT, puBapokcabaH 20 MT, TIepUHIONPUI 4 MT) M BBHITION-
HEHO OIlepaTWMBHOE JICUCHUWE B 00BEME WMILIAHTALIUU
KapamoBepTepa-gedudpumistopa (MKI) ¢ mocnemyro-
meit PYA ®I1 cucremoii Carto.

Ilo pesynbraram 006caeq0OBaHUS Yepe3 6 MeC. OTMEUEH
TIOJIOXKUTEIBHBIN 3((HEKT MEIUKAMEHTO3HOTO U XUPYP-
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Puc. 7 (A, B). JanHble cuctemsl Care Link: A — napokcuam @1 ¢ nocneayowmm
BOCCTaHOB/IEHMEM CUHYCOBOrO putMa nocne Lwoka B 23 [x, B — aHpgorpamma XT
€ nocneayoLLmMM BOCCTAHOBIEHNEM PUTMA C MOMOLLbIO ATP.

Puc. 8 (A, B, B). A— Hauano fetekuum yactota napokcmama @I, YCX nonagaet B
30HY fieTekumn OX; B — akTBHbIA CeHCUHT — VIK/], pacno3HagT npogonkatoLLmii-
cs napokcuam ®rl; B — nonbiTka BoccTaHoBneHust putma SUT 34,6 Ix.

TMYecKoro JieueHus. [1pn KoHTpobHOM ocMoTpe camMo-  cokpameHuii (YCC) — 46 ya./MuH B HouHbIe yackl, YCC
YYBCTBUE YIOBIETBOPUTEITHHOE, Xal00 HET, u3MeHeHnit makc —151 ya./MUH BO BpeMsl (pu3nuecKoil akTHBHOCTH.
KOHCTUTYIIMU W MAacChl Tejla, a Takke nepucdepuiyecknx I[lays 6onee 2000 Mc He BbIsIBIIeHO. B HOUHBIE Yachl pUTM
OTEKOB He BBIsABIIEHO. [10 TaHHBIM CYTOYHOTO MOHUTOPU-  TIpeAcepaHoi ctumynsaimu B pexume ADDR ¢ Yer — 60
poBanust DKI Ha ¢oHe préMa JleKapCTBEeHHBIX Mpera- B MHWH, 4TO cocTaBisieT 11% oT BpeMeHU HaONIOneHUSI.
paroB (amuomapoH 200 MT, 3TIEpeHOH 25 MT, pUBapoKca-  ATpUOBEHTPUKYISIpHOE TTpoBeneHne — 200 Mc.

6an 20 mr, mepuHAONpUa 4 Mr) B THEBHBIE Yachl PEeTHU- Tect 6-muHyTHO# X0mbO6bI 6MWD — 600 MeTpos,
cTpupoBalicss cUHycOBBIM putMm. Yactora cepmeunbix otcyrctBue npuzHakoB XCH. Tlpu OxoKI ormeueHo
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yIy4dlIeHUEe CUCTOJIMYeCKO 1 HacocHou (pyHkuumii JIZK,
Ha (DoHE CHHYCOBOTO PUTMa BBISIBJICHBI IIpU3HAKN HApy-
meHus auacronmaeckoil pynkoun JIXK mo pecTpuKTHB-
HOMY THITYy (pHC. 5).

Pesynbratel obciieqoBaHus 4epe3 12 Mec. TOATBEp-
IVJIA TIPaBAJIBHBIN BHIOOP TAKTHKM JICUCHUST Y HAIIIETO
nmauyeHTa. Ha DKI pernctpupyercsl CHHYCOBBIII pUTM
¢ UCC — 70 ym./muH. IIpuznakoB XCH 110 maHHBIM
MPOOLI ¢ 6-MUHYTHOM XOAb0OM HE OTMEUEHO.

ITpu DxoKI" 06beMBI IEBBIX U TTpaBBIX KaMep cepaia
3HAYNMO He M3MEHWJINCh, oOpaIaix Ha cebsg BHUMAaHUE
yBenmmaeHHBIN 00beM JIIT (OJIIT) — 100 mur, OJITT/S — 55
M)'I/Mz), IIPU3HAKOB 0OPATHOTO PEMOICTUPOBAHMS ITOJI0-
ctu JIIT yepe3 12 Mmec. HaOMIONEHUS HET, OTMEYaeTCd
IanbHeIIee yBeaIudeHue 1mojioctu u oonema JIII. Jlan-
HblEe TIOJly4eHbl 00BEeMHBIM TocTpoeHueMm JIIT ¢ mo-
MoIpio mporpamMbl Heart Model (HMQLab). Cokpatn-
TeJIbHAsA CIOCOOHOCTh MHMOKapma OOOMX KEIyTOYKOB
He uM3MeHWIach. [IpM3HaKM HapyIIeHUsS TUACTOINYC-
CKOIT (PYHKIIMH JIEBOTO XEIyIOUYKa 0 PECTPUKTUBHOMY
tuny. Perucrpupyercs TP He3HaunTenabHas Mo o00beMy
¢ rpampeHTOM 50 MM PT.CT., CYOKIIMHWYECKAsl JIETOUHAS
runepreHsus (puc. 6).

[MammeHT CcaMOCTOSITEIFHO OOpaTWICS B CTalMOHAP
yepe3 15 Mec. OT MOMEHTa XHPYPIHUYECKOTO JICUCHMUSI
¢ xxajobaMM Ha epedou B paboTe cepalia U CyObeKTUBHOE
omymenue cpadareiBanust MKJI. Ilo manHbIM 3amuceit
cuctemsl Care Link Ha sHIOrpaMMe 3apMKCHpPOBaH MapOK-
cu3M Taxudopmbel PIT B 30HE OETEKIIMU XETYIOYKOBOM
taxukapoy (KT) ¢ HCXK — 158-210 B MUH ¢ TTOCITEIyIO-
IIMM BOCCTAaHOBJICHMEM CHHYCOBOTO PHUTMA C ITOMOIIBIO
BJIEKTpOUMITY/IbCHOI Teparmm (BUT) — 23 JIx (puc. 7).
Yepes cytku 3apeructprpoBaH mapokcnsM KT ¢ HCK —
280 B MUH C TIOCJICAYIOIINM BOCCTAaHOBJICHUEM pHUTMAa
C TIOMOIIBIO AHTUTAXUKAPIUTHAICCKON CTUMYIISIIIN.
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