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U3OAUPOBAHHbIN HEKOMMNAKTHbIK MUOKAPA
AEBOIO XXEAYAOYKA CEPALLA:
KAUHUKO-MOPPOAOTUYECKOE UCCAEAOBAHUE

UM. Hnvunckuu, A.C. Heanos, H.II. Mooceiiko, M.K. Jly2oeckuu

PIBY (HAUMOHOAbHbBIM MEANLIUHCKMM MCCAEAOBATEABCKMM LLEHTP TOAHCAAQHTOAOTMM M MCKYCCTBEHHbIX
OPraHOB MMEHM akaaemmKa B.M. LLiymakosay MuH3Apasa Poccum, Mocksa, Poccuimnckas Peaepaums

M3onupoBaHHBI HEKOMITAaKTHEIN MHOKapa jJeBoro xemynodka (MHMJDK) y B3pocibIX ManueHToB SBISETCS
penkoi (hopMo¥ TIEPBUYHBIX KapAuOMHONATHi. VI3BECTHO HECKOIBLKO MOP(OIOTHIECKIX HUCCISIOBAHUN ITOH
MaTOJIOTHH, TIPH KOTOPO# ObIJIa BRITIOJTHEHA TPpaHCIUTaHTaIus cepana. Llejbio nanaoi paboTh! SBISIETCS aHAN3
Hay9YHOH JUTEpaTyphl U UCTOPUHA OOJE3HH MAIMEHTOB, a TaK)Ke N3ydeHHE MOP(OIIOTHH JKEITYIOYKOB CEPAIa C
TUCTOJOTMYECKUM HCCIIEA0BaHUEM yajaeHHoro cepana y nanuentos ¢ UHMIDK. Marepuasbl u metoasl. [Ipo-
BE/ICH aHAIIN3 JIUTEPATypPhl U UCTOPUH OO0JIe3HH TPEX MannueHToB (2 >keHIUHEI) B Bo3pacte 18, 31 u 1 My )uuHbI
49 ner c UHMJIK. [1ns mpoBeaeHUS TUCTOIOTMYECKOr0 HCCIEA0BaHUS UCIIOIB30BalI CBETOBYI0 MUKPOCKOIHUIO
(hMKCHPOBaHHOTO Tpemapara MUOKap/a, OKPAIIEHHOTO TeMaTOKCUIMHOM H 303uHOM. Pedyabrarsl. [Ipu ruc-
TOJIOTUYECKOM HCCIIe0BaHUU ObUTO moaTBepkaeHo Hammuue MHMIDK y naHHBIX ManueHToB. 3aKI0vYeHHe.
HMHMIDXK — penkoe 3a0oiieBaHue, KOTOPOE MOXKET MPOTEKATh KaK OECCHMIITOMHO, TaK U SBJISATHCS MPHUYUHON
TSKEJION 3aCTOWHOM CEePJIEYHOM HEIO0CTATOYHOCTH, TPEOYIOIICH TPAHCIUIAHTAIIUY CePIIIa.

Knioueswvie cnosa: usoﬂupoeaHanZ HEeKOMNAKMHbIU Muompa J1€6020 afceﬂy()oqm, mpancniarsmayusi cepaua.

ISOLATED NON-COMPACTION OF THE LEFT VENTRICULAR
MYOCARDIUM: A CLINICAL AND MORPHOLOGICAL STUDY

IM. Iljinsky, A.S. Ivanov, N.P. Mozheiko, M.K. Lugovskiy

Shumakov National Medical Research Center of Transplantology and Artificial Organs, Moscow,
Russian Federation

Isolated left ventricular noncompaction (LVNC) in adult patients is a rare form of primary cardiomyopathy.
There have been several morphological studies of this condition in which a heart transplantation was performed.
Objective: to analyze literature and clinical cases of patients with LVNC, macroscopic and histological data of
the removed hearts. Materials and methods. At our center three patients (2 women aged 18 and 31, and 1 man
aged 49) were morphologically diagnosed with LVNC had a heart transplant. We retrospectively analyzed the
clinical, macroscopic and histological data of the removed hearts in these patients and the results of the trans-
plants performed. Light microscopy of a fixed myocardial preparation stained with hematoxylin and eosin was
used for histological examination. Results. A histological examination confirmed the presence of LVMI in these
patients. Conclusion. LVMI is a rare disease, that can occur asymptomatic or cause severe congestive heart
failure, requiring transplantation.

Keywords: isolated left ventricular noncompaction, heart transplantation.

N3onupoBaHHBIA HEKOMOAKTHBII MUOKap[ JIEBO-
ro xenynouka (MHMJDK) sBnsercss omHOM M3 peakux
(hopM HEKOMITAKTHOW KapauoMuonaTuu. Yarie HEKOM-
MaKTHBIH MHUOKapJ] JIEBOTO XKEIYA0UKa COUYETACTCS C
JIPYTUMHU TIOpOKaMu cepana. V3BecTHB HaOMIOACHUS
OMBEHTPUKYJIIPHOTO HEKOMIIAKTHOTO MUOKapnaa. Bee

(OopMBbI HEKOMIIAKTHOTO MHOKap/a SIBISIOTCA PEIKUMH
HaOJIIONEHUSIMH, XapaKTepU3YIOIIXMH HapyIIeHHe HOp-
MaJbHOTO 3MOpHOTreHe3a MUOKap/ia, YTO MPUBOAHT K
COXPaHECHHUIO MEKTPaOEKySIPHBIX CHHYCOHMJOB U pas-
BUTHIO CIIOHTHO3HOrO Muokapza [1]. B Hopme mpouecc
YIUIOTHEHUS MUOKapZa >KeJIyJOYKOB, IIPOUCXOASIINI
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B miepuo] 5—8-i Heaenu BHYTPHYTPOOHOTO Pa3BUTHS
IUI0/1a, HAYMHAETCA OT 3MUKap/a, PaclpoCTpaHssICh J10
9HJIOKAp/Ia U OT 0a3aJIbHBIX OT/IEIIOB J0 BEPXYIIKH CEePI-
ua [2]. Ilpu UHMJTX TtonimuHa CTEHKH JEBOTO Kely-
JI0YKa, 0COOCHHO B 00JIACTH BEPXYIIIKH, YBEITHUHUBACTCS.
OmHAKO 3TO MPOUCXOIUT 3a CYET YBEITMUCHHS TONIIHHBI
CIIOHTMO3HOIO CJIOSA, & KOMIAKTHBIN CJI0HM, HalpOTHB,
ocraercs ToHKEM [3]. uarnoctuxy UHMJDK nipoBomsT
C TIOMOUIBIO 3XOKaPIUOrpaPUECKOTO HCCIIEOBAHNUS 1/
WJIM MarHUTHO-PE30HAHCHOU TOMOrpaduu, peiko mpu-
MEHSIOT KOHTPACTHYIO BEHTpUKYIorpaduro cepaia [4].
OupomuokapauanbHas 6uoncus npu MHMIJIXK [5], Ha
HAIIl B3[JIsi/1, HeMH(OPMaTHBHA U HElIeIecoo0pasHa, T. K.
B OMOIITAT MMOMagaroT PparMeHThl CyOIHIOKapAHAIbHON
30HBI.

Juddepenmmansayro quarnoctuky MHMIDK HyX-
HO NPOBOJIMUTH C MUAMONATHYECKON AUIATaLlMOHHOU
Kapauomuomnaruei [6—8], a Takke ¢ KOpPUTHPOBAHHOM
TPaHCIIO3UIIMEN MarucTpaIbHBIX COCY/OB, ITI€ B MTO3U-
LIMU JIEBOTO JKeTyA04Ka cep/lia HaXOAUTCs MPaBbIi C
€ro TpaOeKyJIIPHOCTHIO, YTO MOXET ObITh MPHHATO 3a
HEKOMTAKTHBIN MUOKapy. KiInHHYecKkne CHMIITOMBI 3a-
BHCSAT OT 00bEMa U JIOKAJIU3aIH HEKOMIIAKTHOTO MHO-
kapna. Yacto 3abosieBaHIe POSBISETCS JKEITyT0YKOBOIM
apuTMHEH, 9TO TpeOyeT HMILTaHTauH AehuopruIaTOpa
KapauoBepTepa. DTHM HAIlMeHTaM YacTO CTaBST OIIH-
OOYHBIN AMArHO3 — WAMOMATHYCCKAs TUIaTaIliOHHAS
Kapauomuonarus [9].

VY cumnromusix manuentoB ¢ MHMIDXK passuBato-
iascs cepAeyHast HeJ0OCTaTOYHOCTh TPEUMYIIIECTBEHHO
CBsI3aHA C CUCTOIIMYECKOM 1 IMACTONNICCKON TUC]yHK-
et neBoro xenynouka. Cucronuueckas TUCHyHKITISL
BO3HHKAET M3-32 3HAUNTEIFHOTO YMEHBIIIEHHS KOMITaKT-
HOTO CJIOSI,  HE B Pe3yJIbTaTe OTHOCHTEIHHOMN HIIEMUHN
MHOKap/ia BCIEICTBAE HECOOTBETCTBUS IMMOTPEOHOCTH
MHOKapAa ¢ 00bEMOM JTOCTABISEMOTO KHUCIOPO/a, KaK
npearnonaran Y. Agmon et al. [3]. MexaHu3m quacTonu-
YeCcKOW JAUCOYHKIMH BKIIOYaeT KOMOMHAIMIO MaToJI0-
THYECKOW peJlaKcalvu U JeuiuTa KpOBCHAIOIHEHUS
JICBOTO JKEJIYJI0YKA B PE3YJbTaTe TUIEPTPAOCKYISIPHOC-
1H [3]. Cepreunas HenoctarouHocts npu MTHMIDK mo-
JKET BO3HUKHYTH B JIIOOOM BO3pacTe — OT TPYAHOTO JI0
CTapYeCcKOTO.

[To mamaeiM M. Greutmann et al. [10], u3 oGmiero
konmgecTBa (n = 115) marmentoB 77% ObUIA C CUMIITO-
Mamu 3aboseBanus. [1o cpaBHEHUIO ¢ 06 CCHMITTOMHBIMHE
CUMITOMHBIC MAIUCHTHI ObUIM 3HAYUTEIILHO CTAPIIC U
uMenu 0oJiee AMIATUPOBAHHBIC JIEBBIE KEIYJOUYKH U
0oJsiee HU3KYIO (DPAKIMIO U3THAHMUS JICBOTO JKEITYI0UKA.
[Ipu mocnemyronieM HaOMONESHUH, B CPETHEM B TEUCHHUE
2,7 roma (B auamazone ot 0,1 mo 19,4 roma), HM OnHH
13 OECCUMITOMHBIX MAIMEHTOB HE yMEp M HE IepeHec
TpaHCIUIAaHTAIUU CepPAIIa, Mo cpaBHeHHIO ¢ 31% (27 u3
88) cummromabx manueHToB (p = 0,001). Y GoapHBIX
¢ MHMJIX xmacca NYHA III wim BoITIIE cepaedHo-co-
CYIUCTBIE OCTIO)KHEHHS — TIIaBHBIE TIPETUKTOPHI HeOa-
TONPUATHOTO MCXO0J1a, & TUJIATaIUs JEBOr0 JKeIyqouKa
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U CUCTONMYECKas AUCYHKIUSI — MEHEE 3HaYUMBIE I10-
kazarenu [10].

HexoMmakTHBI MHOKap/I JIEBOTO JKEIYJ0UYKa Yallle
COYETAETCS C BpPOXKJICHHBIMU TOpoKamMu cepana [11], Ho
OBIBaeT U M30MPOBAaHHAS (hOPMa, KOTOPAST TAKIKE MOJKET
CTaTh MPUYHHON TSDKENOM CepaedHON HeJJ0CTaTOYHOC-
tH [12]. IIporHO3 Y 3THX MMaIMEHTOB HEOIATOPUSATHBIH
13-32 YCKOPEHHOTO pa3BUTHS (PaTaIbHBIX OCIOKHEHUH —
apUTMUH, TPOMOOIMOOIHH 1 TSKEITOH TEKOMITCHCAIIH
KpOBOOOpaIIeHUs TI0 JIEBOXKeTynoukoBomMy Tumy [13].
[Mostomy y 6ompaBIX ¢ UTHMJIXK, y KOTOpBIX pa3BuBa-
eTCs TSDKeNast 3aCTOWHAs cepiedHasi HeJJ0CTaTOYHOCTb,
OCTaeTcs eIUHCTBEHHBIN M PaIuKaIbHBIN METOI Jiede-
HUS — TPAHCIUTAHTAIUS CepATIIa.

B onHoii n3 pabot [14] mpuBeaeHBl pe3ylIbTaThI
aXOoKapAuoTrpaduu U MaroMopQoIOTHIECKOTO HCCIIe-
JIOBaHMS CepJel] IBYX HOBOPOXKIEHHBIX MABYUKOB C
MHMJDXK, xoTophIM OBLiIa BHITTOTHEHA TPAHCIIAHTAITHS
cepamna B 40-gaHeBHOM Bo3pacte. [Io MHEHHIO aBTOPOB,
nuarHoctruka MTHMJDK y HOBOpOXKI€HHBIX TIPEICTaBIIS-
€T OOJIBIIYIO CIIOKHOCTD, TaK KaK Y HUX IO CPAaBHEHUIO
CO B3POCIIBIMH TMTAIIMEHTAMH MTATOJIOTUICCKUE N3MEHCHHS
MHOKap/ia 3HAYUTECIIEHO MEHEE BBIPAKCHBI.

W.A. Zuckerman et al. [15] mpoBen peTpocnekTHB-
HBI aHATU3 JIETaTFHOCTH U PE3YJIbTaTOB TPAHCIIaHTa-
WU cepAra y nenuarpuaeckux narnueaTos ¢ MTHMIDK,
HAXOJMBIIIMXCS Ha JICYCHUH B JIETCKOM OosIbHUIIE Mopra-
na Craumn B Hero-Mopke ¢ suBaps 1993-ro 1o centsaopsb
2009 rona. HexoMIakTHBIN MHOKAp/I JIEBOTO XKETy10UKa
6b11 TUarHocTupoBaH y 50 neteit, u3 KoTopeix 34 marm-
eHTa ObUTM MJTAJIIIe OJHOTO Tona. JBaauars mecrts na-
[IMUEHTOB YMEPJIH WJIK UM BBITOJTHIIN TPAHCIUIAHTAIIUAIO
cepua. YCI0BHOE BEDKUBAHUE MAIUECHTOB, OCTABIINAXCS
B JKUBBIX 4Yepe3 Toj] OCie JMArHOCTUKY 3a00JIeBaHus,
coctaBuio 75%, a MalMeHTOB, BEDKUBIINX B TEUCHHE
IBYX JIeT, — 92%. HezaBucuMbpIMU MpeIUKTOPaMH IJI0-
XOT0 UCXOJ1a OBLTU TeMOTMHAMUYECKasi HECTaOUIBHOCTB,
CHW)KEHHAs! (PYHKIUS JKEIYJOUYKOB M JVIIATAINS JICBO-
ro xkemygouka. M3 21 manueHTta ¢ reMoIMHAMUYECKOM
HECTAaOMIILHOCTBIO 17 yMepiu Uil UM CIIENaliy TPaHC-
IUTaHTaluIo cepana B cpegHeM vepes 0,08 roma mocie
nuarHoctuku UHMJDK. ABTops! AenaroTr 3akiIi0ueHue
0 HeoOXOIMMOCTH TPAHCIIAHTAIUU CepALa JETIM C
NHMJIX kak MoxxHO B Ooyiee paHHHE CPOKH MOCIHE
JUATHOCTHKH 3200JI€BaHUS.

o 2001 rona TONBKO 1IECTH NAUEHTAM C U30JIUPO-
BaHHBIM HEKOMITAKTHBIM MUOKAP/IOM JIEBOTO KETyI0UKa
ObLJ1a BHITIOJIHEHA TPaHCIUIaHTaNus cepana [4]. OTu aB-
TOPBI OIMCHIBAIOT AUATHOCTHYECKUE TPYITHOCTH MTPH 00-
CJIEOBaHWH MOJIOIOW KEHIIIMHBI C HEBPOJIOTUIECKUMHU
CHMITTOMaMH, TIPEACEPIHON GUOPHILIAINEH U TSHKETIOH
CHCTONTMICCKOW TUCHYHKITHEH, YTO B KOHEUHOM CUETE
MPHUBENIO K HEOOXOAWMOCTH TPAHCIUTAHTAIIMU Ceplla.
Ot10 OBLTA cepMast oTrepanys y momo0HOT0 KOHTHHTCHTA
OOJBHBIX.

S. Stamou et al. [5] mpuBenn BochbMoOe HaOMIOACHIE,
B koTopoM manueHty ¢ MHMJDK Opina BeIIONTHEHA
yCHenrHasi TpaHCIIaHTaus cepana. Bocemuaamaru-
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JIeTHUN MYy)XKYMHA, paHee He OONEBIINH, MOCTynuI B
KIMHUKY ISl 00CJIeZIOBaHUsSI B CBA3HM CO CIa0OCThIO,
KanuieM U OonsiMu B >kMBOTe. PeHTreHorpamma rnokxa-
3aja KapAUOMETAJIMIO U BEHO3HBIN 3aCTOM B JIETKHUX.
[Tpu >xoxapauorpaduu Obiyia BEISIBICHA AUIATAllHOH-
Hasi KapaAuoMuonarus ¢ gppaxuueii Beiopoca menee 10%,
yMepeHHasi MUTpajbHas perypruTaius 1 yMepeHHas He-
JIOCTAaTOUYHOCTh TPUKYCIHIATIBFHOTO KJIallaHa, HECMOTPS
Ha BHYTPUBEHHOE BBejeHHE noOyTamuHa. CocTosHUE
MIPOrPECCUBHO YXyAIIanock. [Ipu moBTopHOH 3X0Kap-
quorpaduu, B OTIIMYUE OT NEPBOii, ObUIH 0OHAPYKEHBI
MHOTOUHUCIICHHBIC KPYITHBIC TPAOEKYIbI C TTyOOKHMH
MEXTpaOeKyIIPHBIMH POCTPAHCTBAMU B 00OJIACTH BEp-
XyIIKH U B CPEeIHEN TPETH JIEBOTO Kenyaouka. bomee
MATH MECSIEB MAIlMeHT HaXOMHJICS Ha MOCTOSHHOU
BHYTPHUBEHHOW WHOTPOITHOH MOIIEPKKE, a 3aTeM eMy
yCHeNnHo ObLTa BEITIOJTHEHA TPAHCIUIAHTAIUS CepIIa.
Macca ynanenHoro cepaua cocrasuna 426 r. Ilarono-
TOaHATOMHYECKOE UCCIIEAOBAaHHE ITOTBEPANIIO JUATHO3
MHMUJIXK. [ocie TpaHCIDIaHTaK Cepa MaeHT ObLT
MOJTHOCTBIO peabMIMTUPOBAH; YUUIICS U PabOTaIl CIYCTS
2,5 rona nmocie onepauH.

JeBsiToe HaOmMOIEHNE TPAHCIIAHTAIINN CePALa TPH
HEKOMITAaKTHOM MHOKapze mpencrtasieHo J. Bordes et
al. [16]. B aTom HabmOneHNHN HEKOMITAKTHBIA MHOKAP.T
COYeTaJICs C JABYCTBOPYATHIM a0PTAJIHHBIM KIIAITaHOM
Yy MYXXYHHHI 42 JIeT, CTpaaaBIIero pedpakrepHoit cep-
JIEYHOW HEIOCTAaTOYHOCTBIO, YCHEIIHO BBIICYEHHOU
TpaHCIUIaHTaluel cepama. Jlo TpaHCcIuIaHTauu cepna
y ManueHTa MpH TpaHCc3030(araabHOW 3XOKapauorpa-
(um OpLIa BBISIBIIEHA HEJTOCTATOYHOCTH JIBYCTBOPYATOTO
AOPTABHOTO KJIalaHa, JUJIATaIHs JIEBOTO KeTyT0uKa C
dpaknueii BeiOpoca 40%. boasHOMY OBLTa TIpEIIOXKE-
HAa TJIACTHKA KJIalmaHa, HO OH OTKAa3aJiCs OT OTepaIii.
Tpems mecsiiamMu Mo3ke ManueHT ObUT BHOBb TOCIINTA-
JIM3UPOBAH C 3aCTOMHOM Cep/IeUHON HEJIOCTATOYHOCTHIO
B oT/IeNieHue peanumManuu. [Ipu nocrymiennu (Ha 100y-
tamuHe 20 MI/KT B MUHYTY) 9aCTOTa CEpICYHBIX COKpa-
ieHui — 89 yapoB B MUHYTY, apTepHaIbHOE IaBICHUE —
80/50 mm pt. ct. [To maHHBIM 3X0Kaparorpaduu, pe3ko
CHIDKEHA CHCTOJIMYecKasi (QYHKIHS JIEBOTO JKEITyT0uKa
¢ pakuueit BeiOpoca 25%. JIeBbli xelyn04eK 3HAUH-
TEJIbHO JWIaTUPOBaH, BBIpA)KEHHAs perypruTanus Ha
MUTpaJIbHOM KJanaHe. AopTalibHas HeIOCTaTOYHOCTh —
MuHHManbHas. [Ipu moBTopHOIt 3x0Kapauorpaduu Bu-
3yalu3upOBAId MHOKECTBEHHBIE TPaOEKYNbl B JIEBOM
JKEeITyl0uKe, IPEUMYIECTBEHHO B €T0 allMKaJIbHOM U
CpelHeM OTAeNax. B KoHIle CHCTONIBI MaKCUMalIbHOE
OTHOILIEHUE HEYIVIOTHEHHOTO CJIOSl K YIJIOTHEHHOMY
MPEeBHIILIAT0 HOpMY Oosiee ueM B J1Ba pasa. B mpaBom
JKEITYI0YKE TPAOCKYISIPHOCTh TaKkKe MPEeBhIIIaia HOp-
My. OKOHYATENBHBIN KIMHUYECKUI TUArHO3: OUBEHT-
PUKYJIsIpHAs HEKOMMAaKTHas Kapauomuonartusa. Yepes
TpH JTHs ObLIA BHIIIOJIHEHA omepalus. B Tedenne cyTok
MOCIIE TPAHCIIAHTAIIUY Cep/IIia IPOBOIIIIN SKCTPAKOP-
MOPaNILHYIO MOIEPIKKY KPOBOOOPAIIIEHHS, a Ha IIECThIE
CYTKH TIaIMeHT ObLI 3KkcTyOupoBaH. Ha 17-e mocTTpan-
CIUTAHTallMOHHBIE CYTKU €T0 BBHIMHCAIN U3 OTACICHUS
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peaHrMaIVH, U B TEYEHHE ITOCIEAYIONIHNX ABYX MECAIIEB
€r0 COCTOSIHHE OCTaBaJIOCh YAOBIETBOPUTEIBHBIM [16].

YV 22-51eTHET0 UCTIaHIla, KOTOPBIM B TEUEHHUE ABYX Me-
CSIIIEB OIIYIIAN JUCKOM(DOPT B IPYIH, TPAHCTOPAKAIbHAS
sxXOoKapauorpadus BeISIBUIIA BEIPAXKEHHYTO TPaOeKyIsp-
HOCTH U CIIOHTHO3HBIM MHOKAp] JIEBOTO XKEIyI0uKa C
¢paxnuei BeiOpoca 15-20%, a Takxke 1mogoOHbIE U3-
MEHEHHUSI MUOKapJia MPaBoro Keaynodka. MarauTHO-
pe3oHaHCHas ToMorpadust moaTBepaAnia TaHHBIE HXO-
kapauorpaduu: upe3MepHoe o0pa3oBaHue TpaOeKys B
o0acTi BepXyIIKH U CPEIHUX OTIeNaX JEBOTO JKEIy-
JI0YKa, a TAKKe B 00JIACTH BEPXYIIKH U OOKOBOM CTEHKH
mpaBoro xenynouka. Koponaporpadus 6e3 maronorum.
ITareHT OBLI BKITIOUCH B JINCT OXKUTAHUS TPAHCIUIAHTA-
iy cepaua [ 17]. Takum 00pazom, TaMeHTy MOJIOIOTO
BO3pacTa norpedoBasach TPAHCILIAHTALMS CEp/Ilia B CBs-
3H C TSKEJIOU CepAeUHON HEeA0CTaTOYHOCThIO, Pa3BUB-
IIEHCs B pe3ynbTaTe OMBEHTPUKYIISIPHON HEKOMITAKTHOM
KapAHMOMHUOTMATHH.

Y omanx marmenToB ¢ HMJDK nabmromarot mmrens-
HOE OECCUMNTOMHOE TEUCHHE, a Y JPYTUX — IPOrPECCH-
POBaHME CUCTOIINIECKON TUCYHKITIH JIEBOTO JKEITyI04-
Ka, 4TO BEJICT K JICTAILHOMY UCXOY, €CJIU HE BBHITIOTHUTh
TpaHcIUTaHTanwio cepana [4, 18]. Ilpu pedpakrepHoii
CepACYHOM HEJOCTATOYHOCTH, KOTOpas Pa3BUBACTCS Y
4-12% nauueHTOB ¢ HEKOMIIAKTHOW KapAMOMHUOIATH-
ell, TpedyeTrcs TpaHCIUTAHTAIUS CeP/Iila B HEOTIOKHOM
nopsiake. [4]. OnHako 3Ta onepauusi B 3HAYUTEIbHOU
CTEICHU OTpaHUYCHA BCIEICTBUE HEXBATKH JTOHOPCKIX
opraHos [19].

MATEPUAABI U METOADI

[Ipoananm3upoBaHbl HCTOPUH OOJIE3HH TPEX MalreH-
TOB, Y KOoTOpbIX auarHoctupoad MHMJDK u neransHo
uccienoBaHa MoOp(oIorus KeIyIoYKoB CepAla, yaa-
JIEHHBIX y HUX BO BpeMs TpaHciuanTanuu. [IpoBeneHo
MaKpOCKOIMYECKOE U TUCTOJIOTUYECKOE UCCIICIOBAHUE
TiepeTHEH ¥ HUYKHEH CTEHKU JIEBOTO KETy0UKa, CBOOOI-
HOI CTEHKH IIPABOTO KEIYA0UKa U MEXIKEIYI0YKOBOM
MIEPETOPOAKH.

[Tocne pukcanum HEHTpPaTbHBIM (OPMATHHOM H
00e3BOKMBaHUsI MaTrepual 3anMBany B napadpus. [wuc-
TOJIOTUYECKHUE CPE3bl OKPAIIMBAIN I€MAaTOKCHIMHOM
¥ 203WHOM, 10 Maccony, npoBogmwiu PAS-peakumio u
3aKJII0Yali B KaHAJCKUW Oanb3aM. [ucronorunueckue
TMIpernaparsl KCCIeI0BAN C UCIIOIb30BAHUEM CBETOBOTO
MHUKPOCKOTA.

COBCTBEHHBIE UCCAEAOBAHUA

HabaoaeHue Ne 1

bonvnaa A.T.A., 18 nem, nocmynura ¢ ®I'FY
«OHLUTHUO umenu axademuxa B.U. [llymaxoea»
10.11.2009 200a ¢ scarobamu Ha 00bLUKY HPU HE3HA-
YUMeNbHOU hu3ULeCcKoll Hazpy3Ke, YIMOMILeMOCHb.

Muaznos npu nocmynnenuu. Cunopom u3onuposan-
HO20 HEKOMNAKMHO20 MUOKAPOA 18020 HCeNyOOUKd.
NYHA I1I. Jlecounas cunepmensus 2-u cm. Ilapoxcus-
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manvhas popma Gudbpurisyuu npedcepouti. Ilapoxcus-
MATLHASL HAOHCETYOOUKOBASL U HCETYOOUKOBASL MAXU-
Kapousi. Henonnas 6nokaoa neeou noxcku nyuxa luca.
Cmamyc 1B no UNOS.

Anamnesis morbi. boneem ¢ namunemnezo 8ospac-
ma. [lo 18-nemnezo 8o3pacma Haxoouidacs Ha yieme 6
HUU neouampuu AMH CCCP. C 1998 200a ommeueno
noseHue NAPOKCUIMANbHOU HAOXHCENYOOUKOBOU MAXU-
kapouu. B 2007 200y — 5nu300 0cmpoil 1e8024cenyd0UKo-
801 HEOOCMAMOYHOCHU, KYNUPOBAHHBIU MOYE2OHHIMU
npenapamamu u 20pMoHatvrol mepanuet. B 2008 200y
no pesynbmamam 00C1e008aHUs NOCABIEH OUACHO3
«OUTAMAYUOHHASL KAPOUOMUONAMULLY, a4 8 as2ycme
2009 200a duazHocmuposan CUHOPOM U30TUPOBAHHOZO
HMIDK, NYHA III, gvipasicennas ie2ounas eunepmen-
3us. [Iposodunace mepanust Ounanmpenoom, npecmapu-
YMOM, BEPOUNUPOHOM, PYPACEMUOOM, PUMMOHOPMOM.

Ocmomp npu nocmynienuu. Cocmosinue npu no-
cmynienuu cmabuivhoe, cpeonell mscecmu. Pocm
166 cm, macca mena 43 ke. Kooicnvie nokposul beonuvle.
Tepugpepuueckux omexos nem. Luanoz 2yb, axpoyua-
103. O0bluKY 8 noxoe nem. [Jvixanue Hao recKuMu ge-
BUKYIAPHOE, Xpunog nem. I panuysl cepoya pacuiupensi
6nego Ha 1,5 cm om cpedueil kmouuunou aunuu. Tousl
cepoya apummuyHble, CUCIOIUYECKUL UWYM HA BePXYULKe
u 6 namou mouxe, saxcmpacucmonusi, YCC 90 6 murymy,
A 85/50 mm pm. cm. JKueom msexutl, be3601e3HeHHbILl.
Ileuenv u cenezenxa He ygenuyenvl. Ouazo60tl He8poIo-
2UYECKOU CUMNIMOMAMUKY Hem.

Ilo oannvim OxoKI': KJ/[P JDK — 6,2 cm, K/[O JDK —
196, ®U — 39-40%. JJIA — 60 mm pm. cm. Cepoye
wapoguoHou ghopmol ¢ oudpysnvim cunokunesom. Kap-
MUHA HEKOMRAKIMHO20 MUOKAPOA 1€B020 JHCELYOOUKA C
susyanuzayueil y3kou noiocku 00 3 MM KOMRAKMHO20
Muoxapoa.

Hccnedosanue yeHmpanbHot 2eMoOuHamuxu: oes
oxcuoa azoma — YCC 91 ¢ mun, A — 96/75/69 mm pm.
cm., J[3JIK — 33 mm pm. cm., JJJIA — 72/53/38 mm pm.
cm., OJIC — 6,45 eo. Byoa, ¢ npumenenuem ¢yHKyuo-
HanbHblx npob unearayuu oxcuoa azoma — YCC 96 ¢
mun, AI[—91/73/67 mm pm. cm., /[3JIK — 18 mm pm. cm.,
JJIA — 36/28/20 mm pm. cm., OJIC — 3,33 eo. Byoa, umo
00KA3b18AN0 0OPAMUMOCb I€20YHOU 2UnepmeH3ul u
OMCYmMcmaue npomuBoOnoKa3aHUil Oisl MPAHCRAAHMAYUY
cepoya. Opmomonuueckas MpaHcRIaGHmMayus cepoya
ovina evinonnena 26.11.2009 200a. Hnoykyuonnas um-
myHocynpeccus — cumynekm 20 me. Ilocneonepayuon-
HbLIL NEepUo0 npomekan 6e3 0cobeHHOCmell.

Ilamonozoanamomuueckoe uccnedosanue HAMuUG-
HO20 cepoua. Pe3ynbmamut MaKpocKonuueckozo uc-
credosanus. Xenyoouxu cepoya waposuonoi hopmul,
PagHOBeNUKUE, UCCEUeHHbIe N0 NPEOCEPOHO-IICENYO0UKO-
8ot bopozde, maccoul 195 e, pazmepamu 11,5%x8%3,5 cm.
Koponapnvie apmepuu wupoxue, 6e3 cmenoszos. Ile-
pumemp Pubpo3HO2O KOILYA MUMPATLHO2O KIANAHA —
12 em. Tomyuna muokapoa c60600HOU CMEHKU 16020
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arcenyooura — 0,8 cm, U3 KOMOPvIX KOMRAKMHBLU CLOU
moawunou 2—3 mm. Buipasicennwiii cybsndokapou-
anvHwlil Guobpos 1eeoeo dicenyoouxa. Muoxapo 1eozo
Jiceny0ouKa Ha paspese KopuuHesozo yeemd, Opsonblil,
npopacmanue Xopo 8 MUOKApO nepeoneti CMeHKU 16020
JHCENYOOUKA U HACTIU MEHCICEYOOUKOBOU NEPecoPOOKU.
Tepumemp ¢ubposnoeo konbya MpuxkycnuoaIbHO20 Kid-
nauna — 13 cm. Tomwyuna muoxapoa c60600HOU cmeHKU
npasoeo odicenyoouka 0,3 cm. Cmeopku mpexcmeopua-
mozo kianama Oerecoeamozo yeema. Pezynomamot
2UCMONI02UYECK020 uccledosanus. B nepeouneti cmenke
J1€B020 JICeNy00UKA, 8 UCHOHYEHHOM KOMNAKMHOM Cl0e
sbipadicenHas ouggysnas benkosas Oucmpoghus u o4a-
208as cuoponuyeckas OUCMpopus KapoOuoMuoyumos.
OmoenvHole Kiemku Hekpomusuposauvl. Ilpu PAS-pe-
aKyuU HEPABHOMEPHOE OKPAULUBAHUE YUIMONTIAIMbL Kap-
ouomuoyumos (puc. 1). B nepeoneti cmenxe u ocobenno
6 HUJICHell CeHKe 6 KOMIAKIMHOM Cloe GCMPeyaiomcsy
KpYnHble MOHKOCHEeHHble KPOBEHOCHDbLE COCYObL (puc. 2).
B cnoneuosnom cioe muoxkapoa 8ulpadicennvlii CKiepo3
andokapoa mpabekyn (puc. 3). B mesncorcenyooukosoi
nepezopooke Omme4eHo U30bImoyHoe 00Pa308aHUe HCU-
POBOLL KIemYamKu U HepeHble CMEONUKU C NEPUHEBPATb-
HbIM paspacmanuem coeOuHUmenNbHou mrkanu (puc. 4).
Ilamonozoanamomuyeckuii OUAZHO3: U30TUPOBAHHDIL
HEeKOMNAKMHbIIL MUOKAPO JIE8020 IHCETYOOUKA C 6MOPUY-
HOU Ounamayuetl e2o no10Cmu.

Taxum obpazom, npuuuHol pazeumusi cepOeyHol He-
00CMamouHOCmuy 6ULCS US0TUPOBAHHBIL HEKOMNAKIM -
HbILL MUOKAPO 1186020 JHCETYOOUKA C BMOPUYHOU OUiama-
yuetl e2o nonocmu. Opmomonuyeckas mpaHCniIaHmMayus.
cepoya om 26.11.2009 2o0a dana xopowiuii pesyromam,

Puc. 1. HepaBHoMepHOE PAS-n103uTHBHOE OKpaIINBaHHUE K-
TOIUTA3MbI KAPANOMHUOILIMTOB IIEPEIHEH CTEHKH JIEBOTO XKEITy-
nouka. PAS-peakmust. X400

Fig. 1. Non-uniform PAS-positive colouring of the cytoplasm
of the cardiac myocytes in a anterior wall of the left ventricle.
PAS stain. x400
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Puc. 2. KpymHBIii TOHKOCTEHHBIH KPOBEHOCHBIH cocyx (3e-
JieHas CTPeNKa) B KOMIIAKTHOM CJIO€ HIDKHEH CTEHKH JICBOTO
kenmynouka. OKpacka FeMaTOKCHIIMHOM U 303uHOM. X400

Fig. 2. Large thin-walled blood vessel (green arrow) in a
compact layer of the inferior wall of the left ventricle. H & E
stain. X400

U 601bHASL 8 YO08IEMBOPUMETILHOM COCIMOAHUU DbLIA
evinucara uz kaunuxu 29.12.2009 2o00a.

HabaioaeHue Ne 2

bonvnaa U.E.B., 49 nem, nocmynunra ¢ ®I'LY
«©HLTHO um. axademuxa B.U. Lllymakosay c srcano-
bamu Ha c1abocmy, 00LIUKY BPU MUHUMATLHOU (u3u-
YeCKOI Haspy3Ke U 8 NOKOoe, Y8eIUYeHUe JHCUBOmMa, OmeKu
Hoe. /luazno3 npu nocmynnenuu. OcHosnoe 3aoonesa-
Hue. Pecmpuxmusnas xapouomuonamus. Ocnoxicnenusn
0CHO6H020 3ab60resanus. CUHOPOM MA020 8b1OPOCA
negoeo scenyoouka. HK 3, 3—4 @K no NYHA.

Anamnesis morbi. [{numenvhoe epems nadaooa-
JU paA3TUYHbIE HAPYUWEHUSI pUMMA, NpeuMyuecmeen-
HO npedceponvie. PUYA — be3 sghpexma. B 2011 200y
ebinonHena onepayus «Jlabupunmy, uzonayus npasoeo
npedcepous, umnianmayusa snuxkapouanvrnozo IKC.
C cenmsops 2012 200a nosisuics acyum u omeku. Q0biuu-
Ka — nocaeonue mpu mecaya. Ha gpone ouypemuueckoti
mepanuu CHUSUICS memMn ouypesa, npocpeccuposana
asomemus. Ipu sxoxapouoepaguu ¢ mae 2013 200a —
Manvie 06beMbl 18020 JCETYOOUKA, YELTULeHUE NPABLIX
omoenos be3 NpU3HAKOS 1e204HOU cunepmen3uu. B ces3u
¢ eunepkanuemueii u azomemuetl 8 mae-uione 2013 200a
nposoounu eemoouanus, yrempagurompayuro. Iocmy-
nuna 015 00C1e008aHUs NO NPOSPAMME MPAHCNIAHMA-
yuu cepoya. Coxpananace onu20anypusi, eiceoHegHo
nposoounu cearcot 1 J]D.

Ocmomp npu nocmynnenuu. Cocmositue msiceinoe.
Cosnanue scnoe. Ilepedsucaemces na kpecne. Xooum c
mpyoom. Koowcrvle nokpogul ¢ 6pOH3068bIM OMIMEHKOM,
cyxue, mypeop crnudicen. Omexu eonemneti, cmon, 6eoep.
Acyum. AyckyromamugHo Ovixauue 6e3uKylisapHoe,
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Puc. 3. BeipaskeHHBIH CKIIEpPO3 SHAOKapa Tpadbekys B obiac-
TH IIepeHell CTeHKH JICBOTO Kesynodka. OKpacka reMaTok-
CHJIMHOM M 303uHOM. *X100

Fig. 3. The expressed sclerosis of the endocardium of the tra-
beculae in the field of a anterior wall of the left ventricle.
H & E stain. x100

Puc. 4. HepBHBI1 CTBOUK BEreTaTUBHOM CUCTEMBI B MEXOKE-
mynmoukoBoi meperopoake. Okpacka reMaTOKCHIIMHOM H 30-
3uHOM. X200

Fig. 4. Nervous fulcrum of the vegetative system in the inter-
ventricular septum. H & E stain. X200

0CnabIeHo 8 HUNCHUX omoenax deekux. Xpunos nem.
YT — 18 6 munymy. Ilynvc pummuunsiii CHUICEHHO2O
Hanonxenus u Hanpsiicenust, besz depuyuma, YCC—90 6
munymy. Tonvl cepoya npuenywenst. A 100/70 mm pm.
cm. JKusom yeenuuen 6 obveme 3a cuem HeHAnpsICeHHO-
20 acyuma. Ileuenv u nouxu ne naronupyromesi. Cumn-
mom [lacmeprayxoeo ompuyamenvHulil. J{uzypuueckue
CUMNIMOMbL OMCYMCMEYIOM.

Ilo oannvim OxoKI': K/[P JDK — 5,4 cm, K/[O JDK —
176, ®H — 20%. JJIA — 30 mm pm. cm.

Hccnedosanue yenmpanbHot cemoOuHamuku.: oe3
okcuoa azoma — YCC — 91 6 mun, A/ — 96/75/69 mm
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pm. cm., J[3JIK — 16 mm pm. cm., JJJIA — 31/22/18 mm
pm. cm., OJIC — 3,1 ed. Byoa.

bonvuas 6vina nodzomosiena k mpancnianmayuu
cepoya. Ipeompancniaanmayuonnslii ouaznos. Ocros-
Hoe 3abonesanue. Pecmpuxmuenas kapouomuonamus.
Ocnoscnenus 0cHo8HO20 3a60nesanus. Cunopom ma-
noeo eviopoca JUK. HK 3, III-1V ®K no NYHA. Cma-
myc 1B no UNOS. Conymcmeyroujue 3a0601e6anus.
Ilpasocmoponnuii Heghpponmo3s. Kucma npagoii nouxu.
Hegponamus. Cocmosinue nocne ceancos IJ]®.

Opmomonuueckas mpancnianmayus cepoya ¢ pe-
umninanmayueti IKC ¢ snuxapouanvHuim 21eKmpooom
svinoanena 17.09.2013 2o0a.

Ilamonozoanamomuueckoe uccnedosanue HamMue-
H020 cepoua. Pe3ynsmamubi MaKpoCKORU1ecKo2o uccie-
oosanusn. Kenyoouku cepoya ucceuenvl no npeocepo-
HO-0ICeNY00UK060U bopo30e, maccou 285 e, pasmepamu
12x10,5%4 cm. Koponapuuvle apmepuu wiupoxue, uH-
MUMAa 8eHeYHbIX apmeputl cepoya U ux eemaeetl 21a0Kas
yucmasl, apmepuu NPOXoOUMble Ha 8cem NPOMANCEHUU.
Hepumemp @ubposHozo Korvya MUMparLHO2O Kiana-
Ha — 12 cm. Tonwuna cmenKu 18020 JHceny0ouKa 8 cpeo-
Hux omoenax — 1,2 cm. Muoxapo na paspese kopuureso-
20 ysema, 8 CPeOHUX omoenax nepeoHeti CMmeHKuU 1e6020
JHCETYOOUKA C YACHMUYHBIM NEPEXOOOM HA MENHCIHCENY00U-
KOBYI0 NEPe20poOKY U 8 00ACHU BePXYUIKU KOMNAKIMHbLLL
COU MOMUWUHOU OKONO 3 MM, MOTWUHA 2YOUAmMO20 Cl0sL
docmuzaem 8—10 mm, mexcoy mpabexyramu 2iyboKue
u wupokue wenu. [lepumemp ¢hubpo3no2o Konvya mpu-
Kycnudanvroeo kianana — 10,5 cm. Torwuna cmenku
npagozo xcenyoouxa — 0,4 cm. Tonwuna medsxncorcenyooy-
K080l nepe2opooxu — 1 cm.

Peszynomameul 2ucmonozuueckozo uccied06anus.
B obnacmu nepeduneti u HudicHell cmenKu 1e6020 dceny-

00YKa UMeemCsi BbIPAICEHHAS OUCMPODUSL, XAOMUYHOE U
becnops0ouHoe pacnonodiceHue KapoOuoMUoOyUmos Kom-
NAKMHO20 C10S MUOKAPOaA, Oupgy3Ho-ouazoswlii ckie-
PO3 UHRmMepCcmuyus ¢ 0ecenepayueli Kouazena (puc. 5).
Tyouametii cnoti cocmoum u3 MHONMCECMBEHHbIX MPa-

OEKYIL C WUPOKUMU MEHCPAOEKYIAPHBIMU NPOMENCYIN-
Kkamu (puc. 6), neckas cmeneHsb CK1epoO3d IHOOKaApOa
U ouazoewvlll CyO3IHOOKAPOUANbHbLL Puobpos (puc. 7).
B omoenvuvix mpabexynax nepeoueii cmenku 1e6020
JHceny00uKa, KaxK U 6 KOMNAKMHOM Cloe, ommeyeHa oe-

Puc. 5. luctpodust KapIHOMHOIINTOB U CKIEPO3 WHTEPCTH-
U ¢ JAeTeHepanuneil kourareHa (O00pIoBOTO I[BETa) B HIXK-
HEH CTEHKE JIEBOrO JKeJlyJodKa. TpexiuBeTHas OKpacka IO
Maccony. x400

Fig. 5. Dystrophy of the cardiac myocytes and sclerosis of
the interstitium with degeneration of the collagen in the infe-
rior wall of the left ventricle. Masson trichrome stain. X400

Puc. 6. Tpabeky:bl ¢ MUPOKUMHU MEKTPAOCKYIAPHBIMH TIPO-
CTpaHCTBAaMHU B IIepe/IHe CTEHKE JIEBOTO xkemyaouka. Oxpac-
Ka reMaTOKCHJIMHOM 1 303WHOM. X100

Fig. 6. Trabeculas with wide intertrabeculas spaces in a ante-
rior wall of the left ventricle. H & E stain. x100
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Puc. 7. Auddysnsriii cknepo3 Tpabekyn B mepemHei CTEH-
Ke JIEBOTO JKelymouka. TpexuBeTHas okpacka 1o Maccony.
%100

Fig. 7. Diffuse sclerosis of the trabeculas in a anterior wall of
the left ventricle. Masson trichrome stain. x100
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Puc. 8. luctpodust KapauOMHOITUTOB C JereHepaIiei Kou-
mareHa (6OpIOBOTO I[BETa) B MHTEPCTUIMH TPAaOEKyNl CBO-
0OMHOM CTEHKH IPABOTO JKENIyZA0uKa. TpexIiBeTHas OKpacka
o Maccony. x400

Fig. 8. Dystrophy of the cardiac myocytes and a degeneration
of collagen in interstitium of the trabeculas in the free wall of
the right ventricle. Masson trichrome stain. x400

2enepayus Konnazena (puc. 8). B medxcowceny0oukogoii ne-
pe2opooke — OUCmpodus KapoOUuoMuoyumos, Oug@ysHuiii
CKILEPO3 UHMEPCTUYUS U PA3PACTAHUE COCOUHUMETBHOT
MKAHU 8OKpy2 cocy0os. B cmenke npasozco scenyoouxa
umMeem mecmo OUCmpopus KapoOUOMUOYUMos, MHO20
2UNEPMpPOPUPOBAHHBIX KIEMOK, d MAKIHCE XAOMUUHOE U
becnops0ouHoe pacnonodicenue KapouomMuoyumos. M-
MPaAMUOKAPOUATbHBLE COCYObL U COCYObL INUKapoa — 6e3
ocobennocmeii. Ilamonozoanamomuueckuil OuazHo3:
UBONUPOBAHHBIIL HEKOMNAKMHBIN MUOKAPO 1€6020 dice-
JyoouKa.

THayuenmxa nepeeedena uz peanumayuu 8 omoenerue
Ha 14-e nocneonepayuonnsie cymxu. 3aKar04umensHolil
KauHuueckuii ouazno3. Ocnosnoe 3abonesanue. Hso-
JTUPOBAHHDIL HEKOMNAKMHBIL MUOKAPO 1€6020 JHCely 00U~
Kka. Onepayus. Opmomonuyeckas mpaHcniaHmayusl
cepoya om 17.09.2013 200a. Ocnosxichenus 0CHOBHO20
3aboneeanun. HK 1. ®K Il no NYHA. XKenezooepu-
yumnas anemus aeexkou cmenenu. CocmosiHue nocie
ceancos I J]@. Conymcmeyrougue 3abonesanus. lIpaso-
cmopoHnutl Heghponmo3s. Kucma npasoti nouxu. bonvhoti
NPOBOOUNACH CTNAHOAPMHAS TNEPANUSL.

Ilpu evinucke uz Llenmpa 30.10.2013 200a u no na-
cmosiuee 8pems cocmosanue 60avbHouU cmabunvhoe. Ka-
7100 He npedvasiaen.

HabaroaeHune Ne 3

bonvnou X.I'M., 31 200, nocmynun ¢ Llenmp
03.11.2015 200a c scanobamu Ha 00blUKY APU MUHU-
MAIbHOU PUUYECKOU HA2PY3Ke, NPUCHYNbL YOYULbSL O
Houam, nepebou 8 pabome cepoya, cradbocms.

22

Anamnesis morbi. B 2007 200y npu obcredosanuu
1O NOBOOY NPUCMYNOE CUHKONE OUASHOCIUPOBAHA OU-
JAMAaAyYUOHHAs KAPOUOMUONAMUSL, 8bIAGLEHO HAPYULEHUE
PUMMA RO MUNY NAPOKCUSMATBHOU HAOIHCETYOOUKOBOU U
RAPOKCUZMO8 HEYCMOUYUBOU JHCETLYOOUKOBOU MAXUKAD-
ouu. Ilposoounoce nevenue bema-obr0KAMOPAMU, AH-
mazonucmamu arboocmepona, amuooapornom 200 me
6 cymKu, oezazpecanmamiut 0e3 8blPaANCEHHO20 KIUHU-
yeckoeo sgpgexma. Yxyowenue 6 meuenue 2 mecsiyes,
K020a Ha (hOHe NPUHUMAEMOU MEOUKAMEHMO3HOU Mme-
Panuy Hauanu nPoSpeccuposamsv NPUHAKU cepoeyHol
Heo00CmamoyHoCmiu.

Juazno3 npu nocmynienuu. Ocnosnoe 3abonesa-
Hue. Hexomnaxkmmnas kapouomuonamus. QciodxcHeHus
0CHOBHO20 3a0onesanusn. [Ipagocmoponuuii 2uopomo-
paxc. XCH IIb. @K III. HapyweHnue pumma: napoxcus-
Mbl HEYCIMOUMUBOU JHCEYOOUKOBOU U HAOICETYOOUKOBOU
maxuxapouu, napoKCUIMbl MaxuKapouu.

Ocmomp npu nocmynienuu. Cocmosinue msoice-
n0e, 00YCr081eH0 cepOed Ol HedoCMAmoOYHOCMbIO.
Cosnanue acnoe. Konmaxm docmynen. Kooica uucmas,
axpoyuanosz. Ilacmosnocme 2oneneti u cmon. Ilepuge-
pueckue 1umpoysnvl He ysenuyennl. [lepkymopno epa-
HUYbL cepoya pacuupensvl 81eo. Tonvl cepoya npuey-
wenst, pumm npasuivrvit, YCC 80 yoapos 6 munymy.
Al 100/70 mm pm. cm. Hynvcayua na apmepusax obeux
cmon coxpanena. I pyonas knemka npaguiibHou oopmbl.
Ipanuywl neckux He usmenenvl. [vixanue c60600Hoe,
JrcecmKoe, nPoBoOOUMCs 80 6ce OMOeNbl, 0Ci1AONIeHO 8
HUJICHeDOKOBbIX Omaenax, boavuLe Cnpasa, Xpunoe Hem.
YT — 24 6 mun. A3bix énaxcuvlil, 00100iceH benvim Ha-
nemom. JKueom npu nanenayuu maekui, Oe360ne3nen-
Holil. Ileyenv +4 cm kHapyscu om Kpasi pebepHoii oy2u.
Jluzypuueckux paccmpoticme nem.

Ilo oannwvim IxoKI': K/[P— 5,8 cm, KO — 179, DU —
25%. JIVIA — 35 mm pm. cm. Buipaosicennas mpabexynsp-
HOCMb HOOCIU U MPOMO 8 001acCmu BePXYUIKU 1€6020
JHCETYOOUKA, BLIPANCCHHBIU OUDY3HBLU CUNOKUHES.

Ipu cnupanvHol KoMnbLIOMEPHOU MoMoZpaApuU 8bl-
ABNEHO pacuupere Kkamep cepoya, mpomowl @ npoexyull
BEPXYUIEK 186020 U NPABO20 JHCETYOOUKO8, NPABOCHIO-
POHHULL 2UOPOMOPAKC ¢ KOMAPeccuell npaso2o 1e2Ko2o,
a maxoice NPU3HAKY 3ACMOUHOL NeYeH .

Hccnedosanue yenmpanvbHot 2emoOunamuxu. oes
okcuoa azoma — YCC — 98 6 mun, A/ — 99/73/65 mm
pm. cm., 3JIK — 8 mm pm. cm., JJJIA —20/10/15 mm pm.
cm., OJIC — 1,3 e0. Byoa.

Opmomonuueckas ariompaHcniaumayus cepoya
ObLIA GLINOTHEHA Yepe3 Hedello NOCie NOCHYNIEHUsL 8
Lenmp — 10.11.15 2.

Ilamonozoanamomuueckoe ucciedosanue Hamue-
HO20 cepoya. Pezynbmamut makpockonuueckozo uc-
cnedosanus. JKenyoouxu cepoya, ucceuernvie no npeo-
CcepOHOo-diceny0ouKo8ol 6oposde, maccou — 320 epamm,
pasmepamu 15%15%4 cm. Unmuma cmeona u eemeeii
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J1eBOll U NPABoll KOPOHAPHBIX apmepuil 2nadkas, onec-
msauast.

THepumemp Gubpo3no2o KorbYya MUMpaIbHO20 Kid-
nauna — 13 cm. Ilonocms negoeo sicenydouxa ounamu-
posana. Tonwyuna e2o CMeHKU HA PAZTUYHBIX YPOGHAX
sapvupyem om 0,9 oo 1,3 cm. 3a ucknouenuem 6a-
3ANILHLIX OMOEN08 KOMIAKMHBIU CIOU NPAKMUYECKU
OmCcymcmeyem u cocmoum u3 2youamoco cioa mpa-
bexyrsapuoco cmpoenus. B mescmpabexyaapuvix npo-
CMPAHCMBAX HUMNCHEU U cpednell mpemu, 0CoOeHHO 8
obnacmu 6epxyuwKu, GUOHbL MHONCECBEHHbIE MPOMObL
PA3HOU CMeneHu op2anu3ayul, necmpozo uoa — om
Kpacrozo 00 cepozo yeema (puc. 9). [lonocmv npagozo
JHCeNYOOUKa maxdice OULAMupoB8ana, nepumemp @uo-
PO3HO20 KObYA MPUKYCRUOATbHO20 Kianana — 15,5 cm,
a monwyuna muoxapoa om 0,1 oo 0,2 cm. Torwuna
MedcoHceny0ouKo8oll nepe2opooku — 1,1 cm, Ha paspese
6 ee monuye — RPOCIOUKU HCUposoU Kiemyamxu. Pe3ynp-
MAamsl 2UCMOTI0ZUYECKO20 UCC1e008aARUA. B nepedneii u
HUDICHELl CIMeHKe J1e8020 H#Cey00UKa KOMIAKMHbLL ClLOU
muokapoa meree 1 mm (puc. 10). I'youamouii croti npeo-
CMagieH MHONCECMBEHHBIMU MPAOEKYIamMU ¢ WUPOKUMU
MexcmpadexynapHeimu npomexcymramu. Tpabexynv ¢
sbipasiceHHbiM cKkepo3om (puc. 11), ampogueti u oucm-
podghueti kapouomuoyumos (puc. 12). B c6ob600Ho1 cmeH-
Ke Npasoeo Hcery0ouKa maxice CKaepo3 UHmMepCmuyusl
¢ Oezenepayuell KoiiaeeHa u OUCmpoust Kapouomuo-
Yyumoa. B medxcoiceny0ouKosoll nepe2opooke CKiepo3 Mu-
oxapoa evlpadicen 8 MeHblel cmenenu. Buecme ¢ mem
6 NPOCIOUKU COCOUHUMENLHOU MKAHU OKA3bI8AIOMC S
3AKTIOYEHHBIMU HEPEHBLE CTNBONIUKU BE2eMAMUGHOU CUC-

Puc. 9. YnaneHnbie xenyq09YKH HATHBHOTO CEPIIla PEIHIIH-
eHTa. BekphlTas nonocTs JIEBOro xenyaouka cepaua. Juna-
TaIMs ero NnojocTu. B cBoOOAHOM CTEHKE JKeMy0uKa MOUTH
MOJIHOCTBIO OTCYTCTBYET KOMITAKTHBIN CIION MHOKap/ia

Fig. 9. Removed ventricels of the native heart of the recipi-
ent. In figure — an opened cavity of the left ventricle of the
heart. Dilated his cavities. In a free wall of the ventricle al-
most completely there is no compact layer of a myocardium

membl. Hapsoy ¢ paspacmarnuem coeOuHumenbHou mra-
HU 8 MEICICENYO0UKOBOU Nepe2opoOKe OMMEUEHO 3HAUU-
menbHoe coOepicanue HCuposoll Kiemuamxu (puc. 13).
Hlamonozoanamomuueckuii ouaznos. Mzonupogannvlii
HEKOMNAKMHBIN MUOKAPO T1€8020 HCeNYOOUKA.

Ilpu evinucke, 15.12.2015 2., u no nacmosiwee pe-
M5 0bwee cocmosiHue nayueHma u QyHKYus mpanc-
nAaGHmMama y0061emeopumenvHuole, OONbHOU JHCano0 He
npedvassien.

Puc. 10. IIpenensHo UCTOHYECHHBIN KOMIAKTHBINA CIIOW HIXK-
HEl CTCHKH JIEBOTO JKeIyodka. OKpacka TeMaTOKCHIMHOM U
303uHOM. X100

Fig. 10. Extremely thin a compact layer of the inferior wall of
the left ventricle. H & E stain. X100

Puc. 11. BelpaxeHHBIH cKIEpo3 YHAO0KapAa U UHTEPCTULINSA,
a Takke arpous KapAMOMHOLMTOB TpaleKyna mepenHel
CTEHKH JIEBOT'O JKEITylouka. TpexnBeTHas okpacka 1mo Mac-
coHy. x200

Fig. 11. The expressed sclerosis of the endocardium and of
the interstitium, and also an atrophy of the cardiac myocy-
tes of the trabeculas in the anterior wall of the left ventricle.
Masson trichrome stain. x200
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Puc. 12. Tpabexyna mepeqHell CTEHKH JIEBOTO JKEITyHOUYKA.
BripaxenHast nucTpodus KapAHOMHOLMTOB C IIEPUHYKIIE-
apHBIM OTEKOM M THUIIEPXPOMATO30M YPOIJIUBEIX saep. Tpex-
L[BETHas OKkpacka 1o Maccony. x400

Fig. 12. Ttrabecula in a anterior wall of the left ventricle. The
expressed dystrophy of the cardiac myocytes with perinuc-
lear edema and hyperchromatosis of the misshapen nucleus.
Masson trichrome stain. x400

Puc. 13. JKupoBas kieTdaTka ¥ CKIEpO3 HHTEPCTHIHS B
MEXOKETyA0UKOBOH neperoponke. TpexuseTHas OKpacka I10
Maccony. X200

Fig. 13. Fatty tissue and sclerosis of the interstitium in the
interventricular septum. Masson trichrome stain. x200

OBCYXAEHUE

B namem I{eHTpe B JMCTe OXKUIAHUS TPAHCILIAH-
TalMK CePAlla OCHOBHBIM KOHTHUHTCHTOM SIBIISIIOTCS
MAIMEHTHI, Y KOTOPBIX 3aCTOWHAS CepedHas HeIoCTa-
TOYHOCTH PA3BUIIACH BCIIEJACTBUE JIMJIATAIIMOHHON HITH
WIIeMHYECKOM KapauomuonaTuu. OaHAKO B MOCIIET-
Hee JeCATUIETHE TPAHCIUIAHTAIINIO CeP/IIia BHITOIHS-
10T ¥ OOJIbHBIM, CTPaJaBIIUM APYTUMHU 3a00JICBaHUS-
MU cepAla, B YaCTHOCTH, TAKOM PEAKOI maToJioruew,
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kak UHMJDK. B Llentpe ¢ 1986 rona no 25 nexadpst
2019 roaa ObL10 BEIMONHEHO 1413 TpaHCcIUIaHTaNUi cep-
aua. M3onupoBaHHbI HEKOMIAKTHBI MUOKApP/ JIEBOTO
JKeNynouka OblI JUarHOCTUPOBaH Mo AaHHBIM ODXoKI'
CKT u moatBepxaeH MOP(OIOTHIECKH TOIBKO ¥ TPEX
MMaleHToB, 4To cocrasisgeT aumb 0,2%. Mcxons us
JIOCTYIHOM JuTepatyps [4, 5, 16, 17], mo HacTosIIIeTO
BpPEMEHH ObIJIO OMYOJIMKOBAaHO TOJILKO 10 HaOmOmeHui
TPaHCIUIAHTALUK CEepALa B3POCIbIM MallUeHTaM, CTpa-
nmasmuM MTHMITK.

Tpynnocte auarHoctuku MHMIDK, o yem numyt
MHOTHE aBTOPHI [6—9], MO)KHO OTMETHTH U B IPUBEICH-
HBIX HaMH HaOmoaeHusX. [IponM marmentam (Haom. 1, 3)
JJIUTCIIBHOC BPEMA CTABUJIM IWATrHO3 «AWUJIaTalluOHHAasA
KapJuOMHONAaTHs». JIMIb Ha CTaJuK Pa3BUTUS TEPMU-
HaJIbHOW CeplIeYHON HEJJOCTaTOYHOCTH Y OTHOM OONBHOM
(Habn. 1) OBLT MOCTABIICH 1O TPAHCIUIAHTAIMY CEp/I-
11a MPaBUWIbHBIN KIIMHUYECKUI TMArHo3, a y Ipyroro
6ompHOTO (Hab1. 3) — TONBKO MPU TOCHUTANH3AINH B
Hamt Ilentp. OnHa u3 00abHBIX (HaOd. 2), BILUIOTH 110
TpaHCIJIAHTALlUU CepJlla, HabIonanach ¢ TMarHo3oM
«PECTPUKTUBHAS KapAUOMHONATH. TOIBKO OCIIE MOp-
(onornveckoro ucciaeJ0BaHHUA ObLI IIOCTABJICH BEPHBIM
JImarso3 — nzonuposanHsiii HMJDK.

[lo manHBIM JHTEpaTypHI [6—8], HEOOXOMUMO TIPO-
BOIWUTH 0COOEHHO THIATENbHYIO AU (hepeHITHATHHYIO
nuarHoctuky MHMIDK ¢ qunaraninoHHON KapAuOMHUO-
MaTUel, Ipu KOTOPOM IUiIaTalysl MOJIOCTHU JIEBOTO XKe-
JyJI04YKa COMPOBOXKAAETCS UCTOHYEHNEM KOMIIAKTHOTO
CJIOSl MUOKap/ia, YTO CO3JacT BIeYaTIIeHUEe TUIepTpa-
oexynspuoctu. Hamporus, mpu UHMJDK nunaramus
MIOJIOCTH JIEBOTO JKEJTYI0UKA MOKET IPUBECTH K OLLIO0U-
HOMY JIMarHO3y IWJIATAIIMOHHOW KapAnoMHONaTuu [6].
W.C. Roberts et al. [7], coobias 0 TpaHCIIaHTAI[UU
cep/iia TpeM nanueHTam (13 HUX JIBE )KEHIIUHBI) B BO3-
pacte 36, 45 u 49 neT ¢ AMarHO30M «HEHUIIEMHYECKas
JUIIATallMOHHAS KapAMOMHUOIATHY, OTMEUAIHN y STHX
OOJNBHBIX THNEPTPAOEKYIIPHOCTh CBOOOJHON CTEHKH
JUJIaTUPOBAHHOTO JIEBOTO XKelyno4ka. B mpencrasien-
HBIX COOCTBEHHBIX HAOTIONCHUSIX aBTOPHI TOBOPAT 00
MHMJDK. OnHako OHM CYMTAIOT, YTO aHAIA3 MaKpo-
(dororpaduii cepaiia u3 onyOoIMKOBaHHBIX HAOIFOICHUI
JIpPYTHX aBTOPOB CBHETENBCTBYET, 10 KpaiiHel Mepe, 0
Mop¢onoruueckoil runepanarnoctuke MTHMIDK [7].
[HoaTBepxaeHUEM 3TOro Te3uca siBisercs paboTa
M. Zhang et al. [8], xoTopsle uccnenoBanmu 64 HaTHUB-
HBIX CEpALla TPAHCIUIAHTOIOTMUECKHX IAlUEHTOB, CTpa-
JABILIUX JWIATALUOHHON KapIMOMHOIIAaTUEH; Y IIATH U3
9THX OONBHBIX OBUT YMEPEHHO HEYIUTOTHEHHBI MHOKAP]
JIEBOTO KETy04Ka U TUIePTPaOeKyIIpHOCTb.

Heo0xoauMocTh B TpaHCIUTaHTALMK CEP/LIA MAleH-
Tam ¢ MTHMJIK BO3HMKAET peako U onmpenessieTcs Bbl-
PaKEHHOCTBIO 3aCTOMHON CepAEUHOI HETOCTATOYHOCTH,
pedpakTepHOi K KOHCEpBAaTUBHOM Tepanmuu. OHa MOXET
pa3BUThCS y JETel IPyIHOTO BO3pacTa, HO MOXET OT-
CYTCTBOBATh JaXKe y B3POCIIBIX MAlMEHTOB. boree Toro,
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y MHOTUX O0NbHBIX ¢ n3onupoBaHnHeiM HMJIK orcyt-
CTBYyeT Kakas-mu0o cumnTomaruka [4, 18]. Bo Bcex Tpex
HaOIONCHUX, B KOTOPBIX IOTpe0OBasiach TPaHCILUIAHTa-
s B HatreM LleHTpe, manueHTs! cTpaganyd 3aCTOWHOM
CepeuHON HeJIOCTaTOYHOCTRI0, cBsizaHHOM ¢ MHMJIIK.

[loaroroBka k onepanun, TEXHUKA TPAHCTUIAHTAIHH
cep/ua 1 MOCTTPAHCIUIAHTAIIMOHHOE BeJIEHUE MalreH-
ToB, crpanasmmx MHMJIK, He ommuatoTrcs ot oOmiei
KOTOPTHI TPAHCIIAHTOJIOTUYECKUX OONBHBIX, HO, TEM HE
MeHee, TpeOyI0T HHANBUAYAIBLHOTO MOAX0/A.

3AKAKOYEHUE

N30nmpoBaHHBIM HEKOMIIAKTHBIM MUOKAp]l JIEBOTO
JKENTyJI0YKa — PeAKoe 3a00JIeBaHNe, KOTOPOS MaJIo OC-
BEILEHO B Hay4HOU nuteparype. OHO MOXKET MPOTEKATh
Kak 0e3 CHMIITTOMOB, TaK ¥ OBITh IPUYHHOM TSKEIIOH 3a-
CTOWHOM CepIedHON HEAOCTAaTOYHOCTH, pepakTepHOU
K KOHCEPBATHUBHOU TEPAITMH U OTIPEACIIAIONICH He00X0-
JIIMMOCTh TPAHCIUIAHTAIIUN CEP/IIa.
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