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Cnyqaﬁ nepBUYHON AMArHOCTUKW AUNaTauMoOHHON KapaMoMmonaTum B CO4EeTaHMMU C HEKOMMaKTHbIM

MUOKapAoM y 60NbHO NOXWAOro Bo3pacTa

BaxHenko 10.B., bargacapsH E. A., CaByenko [. A.

Knaccudukauum BecemmpHoi opraHm3daumm 3gpaBooxpaHeHunsi, EBponeiickoro
06LLeCTBa KapaMonoros U AMeprkaHcKoi accoumaumy cepaua ykasbiBaloT Ha
CYLLECTBOBAHNE HECKONbKUX PEHOTUNOB HekomnakTHOro muokapaa (HKM) co
cneundryeckumMn CTPYKTYPHO-GbYHKLUMOHANbHBIMKU M3MeHeHuaMu. deHotun
"HKM+pgunataumoHHas kapavomuonatus (OKMIM)" cumtaetcs ogHUM 13 cambix
TSXENbIX BapuaHToB 3abonesaHust. MpofonxanTCcs Cnopbl 0 TOM, pacLleHnBaTb
HKM kak camocTosTesnbHylo Ho3onornyeckyto dopmy nam kak cnegcteve AKMMN
1 CepAeYHON HeJOCTaTOYHOCTW, NPUBOASATCSA apryMeHTbl B MOMb3Yy KaXAOro 13
3TVX nonoxenui. Apyrumu cnosamm, HKM ocTtaetcs 0gHUM M3 cambix 3arafiodHbIX
3abonesaHuii cepaua. B kavectse unnioctpaumn deHotna HKM+OKMM agTopbl
npeanaralT UCTopuio 6oNe3HN NauMeHTKK, KOTopasi C IHOCTU UMena Kapamono-
rMYecKnii aHaMHE3, HO COXpaHuna yaoBNETBOPUTENBHOE CaMOYyBCTBME U pabo-
TOCMOCOBHOCTb A0 NPEKIOHHOMO Bo3pacTa. CYMMNTOMbI apUTMWM U CEPAEYHON He-
[IOCTAaTOYHOCTW C MaCCUBHBIM MAPONEpPVKapaoM BnepBble OnucaHbl y Hee B 66
NIET, YTO HexapakTepHo ANt aaHHoro deHotuna HKM un aensetca 0coO6EHHOCTbIO
KnmMHuyeckoro cnyyas. O6pallaeTcs BHAMaHWE Ha TpyaHocTv anddepeHumans-
Hom amarHocTmkn HKM B €BSI3M € HeCneunM@PrYHOCTbIO ero KIMHUYECKON KapTu-
Hbl, HA POMb axokapamorpadun B pacrnosHaBaHuy 3a60NeBaHns U NPeaukTopb
ero HebnaronpusTHOro ncxoga. To 06CTOATENLCTBO, YTO Y MALMEHTKM AaXe Mpu
BbISIBJIEHNN TUMNYHBIX Npu3HakoB HKM npum axokapavorpadpun nepsoHa4anbHO
B KayeCTBe OCHOBHOI0 AmarHo3a ykasblBanach vilemuyeckas 60nesHb cepaua,
CBUAETENbCTBYET 06 aKTyanbHOCTU NyBAMKaLMKM eLle OAHOrO KJMHWYECKOro Cy-
4asi, NOCBALLEHHOrO 3TON AOCTATOYHO PEAKON NATON0rMK, ANS ynyyweHns nHdop-
MWPOBAHHOCTM O Heli KapAMOIOroB 1 CreLmanmMcToB 06LLein BpayeBGHOM NpakTUKK.

KnioueBble cnoBa: HEKOMMNAKTHLIA MUOKApA, AunaTauyoHHas KapamomMmonaTus,
heHoTUN, cepaeyHas HelOCTaTOYHOCTb, aPUTMKS, aXokapamorpadus.
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Primary diagnosis of dilated cardiomyopathy in combination with myocardial non-compaction

in an elderly patient: a case report

Vakhnenko Yu.V., Bagdasaryan E. A., Savchenko D.A.

The classifications of the World Health Organization, the European Society of Car-
diology and the American Heart Association indicate the existence of several
phenotypes of myocardial non-compaction (MnC) with specific structural and
functional abnormalities. The MnC+dilated cardiomyopathy (DCM) phenotype
is considered one of the most severe variants. Disputes continue about whether
to regard MnC as an independent disease or as a consequence of DCM and heart
failure. In other words, MnC remains one of the most mysterious heart diseases.
As an illustration of MnC+DCM phenotype, the authors offer a case of a patient
with cardiovascular disease from her youth, but maintained a satisfactory state
of health and performance until her old age. Symptoms of arrhythmia and heart
failure with massive pericardial effusion were first described in her at the age
of 66, which is uncharacteristic for this MnC phenotype. Attention is drawn to the
difficulties of differential diagnosis of MnC due to the non-specificity of clinical
performance, the role of echocardiography in the recognition of the disease and
predictors of its unfavorable outcome. The fact that the patient, even when typical
signs of MnC were detected during echocardiography, initially had coronary artery
disease as the main diagnosis, indicates the relevance of publishing another case
report on this rare pathology in order to improve the awareness of cardiologists and
general practitioners.
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failure, arrhythmia, echocardiography.

Relationships and Activities: none.
Amur State Medical Academy, Blagoveshchensk, Russia.

Vakhnenko Yu.V.* ORCID: 0000-0002-4287-1221, Bagdasaryan E.A. ORCID:
0000-0002-1233-4222, Savchenko D.A. ORCID: 0000-0003-1085-1143.

*Corresponding author:
gen-45@rambler.ru

Received: 26.01.2023 Revision Received: 02.02.2023 Accepted: 29.03.2023

For citation: Vakhnenko Yu.V., Bagdasaryan E.A., Savchenko D.A. Primary dia-
gnosis of dilated cardiomyopathy in combination with myocardial non-com-
paction in an elderly patient: a case report. Russian Journal of Cardiology.
2023;28(5):5344. doi:10.15829/1560-4071-2023-5344. EDN WHNUQJ

72



KITMHNYECKWE CNYHAN

* HexommakTabil Muokapn (HKM) nMeer HecKomb-
Ko eHOTHIIOB, 13 KOTOphIx HKM B couetanun
¢ oujaTalMoHHON Kapmuomuonatuei (JIKMIT),
C TUTNEPTPO(PUIECKO KapaIMOMHUOIIaTUE U B CO-
YeTaHUHW C O0CMMH YKa3aHHBIMUA KapIHOMMO-
MMATHSAMHU XapaKTEePU3YIOTCS CaMBIM TSIKEIBIM
KIMHUYECKUM TEUYCHHEM WM HeOJarompusTHHIM
IIPOTHO30M.

MHeHUsI 0 HO30JIOTUYECKOM CaMOCTOSITEIbHOCTU
HKM y 6onbHbIX ¢ JIKMIT HeonHo3HauHBI. Kpu-
Tepun IuddepeHInanbHON TUarHOCTUKN (heHO-
tuna "HKM+JKMIT" ¢ nuzonuposanHoi JKMIT
MPOIOJIKAIOT 00CYXKIAThCSI U COBEPILIEHCTBOBATHCS.

He nckmodaercs, yro BHyTpH ¢eHoTra "HKM+
JKMIT" Takke CyIISCTBYIOT TPYIIBI C Pa3HBIM
KIMHUYECKUM TeYCHUEM 3a00JIeBaHMS, O YEM CBH-
JIETeJILCTBYET MPEACTaBIeHHAsT UCTOPHST OOJIC3HM.

Hapsny ¢ nzonmpoBaHHON (HOPMOMI HEKOMITAKTHO-
ro muokapna (HKM) Bblaensior ero couetaHus ¢ apy-
ruMu 3abojieBaHUsIMU cepana. Tak, kinaccubuKauus
MOGE(S) paccmarpuBaeT u cymectBoBanne HKM kak
CaMOCTOSITCIIPHOI TTaTOJIOTUH, M €T0 COYCTaHWEe C AIIa-
TanmoHHOI Kapauomuonatueit (JIKMIT) [1]. Brescia ST,
et al. cunrtaroT nunatauuonHyto popmy HKM u ero cme-
manayo dopmy (HKM~+IKMII+runeprpodudeckas
KapaInOMMOIIaTHsI) HaubOoJiee TSKEIBIMH B KIMHWYE-
CKOM U TIporHocTiYeckoM IuraHe [2]. K aum npucoenn-
HSTIOTCSI M IPYTHE MCCIICOOBATEIN, OIMMCHIBAIOIINE CO-
yetanne HKM ¢ gunartammeit meBoro xemymouka (JI12K)
IIPY YBEIMICHUU €r0 KOHEUYHO-INACTOJINIECKOTO pa3-
Mepa (KJIP) >5,6 cM u cHukeHueM (pakiiuu BeIOpoca
(®PB) mo 42,2% xaxk HanboJiee HEGIATOMPUSITHBINA KIIH-
HUYECKWIT BapHaHT, CBSI3aHHBIN ¢ MAKCHMyMOM TPOM-
003MO00IMYECKUX COOBITUIA, CITy4aeB CEepIeYHOM Hemo-
CTaTOYHOCTHU, BHE3AITHOM CEpIeYHOl CMEPTU M TPaHC-
IuTaHTanuit cepana [3]. B meTckoii Kkoropre NATHIETHHE
IMoKa3aTeil KOMOMHMPOBAHHOM KOHEYHOM TOYKH —
CMepTh/TpaHCIUTAHTALIMS (CMEPTh/BKIIIOUCHUE B CITHUCOK
Ha TPAHCIUIAHTAIIAIO) — COCTABJIAIOT 6% (6%) must n30-
nupoBanHoro HKM JIXK, 43% (45%) nna HKM+JIKM
u 33% (42%) nns TpyIi ¢ HeompeaeJIeHHBIM (heHOTH-
noMm HKM JIXK [4]. CMepTHOCTh He KOPPEJUPYET C KO-
sdpummenTrom NC/C n KOIMISCTBOM HEKOMITAKTHBIX
cerMeHTOB. Ee¢ mpemmKTOopamMu SIBISIIOTCS ITapHBIE/TIO-
JINTOITHBIE XKeJTyTOYKOBBIC 9KCTPACUCTOJIBI, TTAPOKCU3MBI
KEITYIOYKOBOM TaXWKApIUW, TPOMOOTHIECKIE COOBITHS,
"onpaBgaHHbBIe cpabaThIBaHUS IeUOpUIIITOpOB” [5,
6]. Coueranne HKM c¢ apyrumu KapaumOMUONATASIMU
(KMIT) cocrasnsier 33% Bcex ciaydaeB HKM [7].

» Myocardial non-compaction (MnC), according
to the main generally accepted classifications, has
several phenotypes, of which MnC in combination
with dilated cardiomyopathy, MnC in combination
with hypertrophic cardiomyopathy (HCM), as well
as MnC in combination with both of these car-
diomyopathies, which characterizes by the most
severe course and poor prognosis.

Opinions about the independence of MnC in pa-
tients with dilated cardiomyopathy (DCM) are am-
biguous. Some authors call MnC an independent
pathology, while others consider it a consequence
of severe cardiovascular decompensation. Criteria
for the differential diagnosis of MnC+DCM pheno-
type with isolated DCM continue to be discussed
and improved.

» Within the individual phenotypes of MnC, in par-
ticular, MnC+DCM phenotype, there are also
groups with different clinical course of the disease,
as evidenced by the presented case history.

IIpu HKM omnwncansl myrauuu 1oyt 60 reHOB.
I[IpeuMyImiecTBEHHO 3TO TEHBI CapKOMEPHBIX OCIKOB
MuoKapraa. Haauane y omHOTO GOJIBHOTO Pa3HBIX MyTa-
Ui XapaKTePHO IS TSOKEIOTO TeUSHMST CMEIIIaHHBIX Ba-
puanToB HKM ¢ pe3ncTeHTHOCTBIO K TepaIiuu, TeMOI-
HaMHWYECKM 3HAYNMBIMUA apUTMUSIMU, BBICOKUM PHCKOM
BHe3aITHOU cepmedHoil cmeptu [8, 9]. IeHeTmueckue
"nepeceuenuss” HKM c BormeykazanusiMu KMIT onm-
canbsl MHorUMM aBTopamu [10]. TIpu aTOM pe3ynsTupy-
oI HESHOTHII, BEPOSITHO, OIPEHEIACTCS HE CTOIBKO
olpene/iecHHONM MyTalyei, CKOJIbKO TeHaMU-MOIU(pIKa-
TOpaM#, SIUTCHOMHBIMA (haKTOPaMM M BIUSTHUEM Cpe-
Il oouTaHwus [11].

MHeHHsT 0 "HO30JIOTHYECKOl CaMOCTOSITeIbHOCTH"
HKM neomHo3HauHbl. OmHu cuntaiot, yto HKM y 60116~
Hbix ¢ JIKMII gBnsieTcsi caMOCTOSITEIbHBIM HO30JIOTH-
YeCKMM BapHMaHTOM, a HE pe3yIbTaTOM BBIpaXKCHHOM
IEeKOMIICHCAIINM, apTyMEHTUPYS 3TO pacIpoCcTpaHEH-
HocThi0 HKM y HEeKOTOpHIX KaTeropuii 30POBBIX JIMII,
orcyTcTBUeM Ipu3HakoB HKM y OonbiinHcTBa 00/1b-
HBIX C TSKEJION XpOHWYECKOM CepIeIHOM HeooCTaTod-
HocThio (XCH) [12]. Odpyrue yrBepXmaior, uto HKM
yacTo coueraercs ¢ gpyrumu KMII, BpoxxaeHHBIMHA T10-
pOKaMM cepilla, aOPTOIMAaTUAMHU, a €T0 KIMHUKA HecIle-
nudHUIHA, YTO CTABUT IO COMHEHME IPEABbIIYIIee 0~
noxeHue [13, 14].

JeiicTBUTENbHO, CI0XHO AU hepeHIUPOBaTh CaMO-
crostebHBIE HKM 1 BeIpaxkeHHYI0 TpaOEKyISIpHOCTD
JIX BcinenctBue JKMII, kotopele HEe UMEIOT HU MO-
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Puc. 1A. KomnbloTepHas TOMOrpamma OpraHoB rpyaHON KNeTku A0 nepukap-
OvanbHoN nyHkumn. Kapamomeranus. Bonbluoe KonM4ecTBO XUAKOCTU B MOMAOCTU
nepvkapaa (CTpenku).

CTOBEPHBIX KIMHWYECKUX Pa3IWInii, HU MTaTOTHOMO-
HUYHBIX TTapaMeTpoB axokapauorpadum (DxoKI'). Dto
HalleJIMBaeT Ha MPONOJLKEHUE TTOMCKA KPUTEpUEB ITHU(-
depennuanbpHoit nuarHoctuku HKM u IKMII ¢ npu-
3HaKaMH1 HEKOMITAKTHOCTH. OIHUM 13 HUX MOXET OBITh
W3MEHEHNE TTMKOBOM IPOMOJIBbHON medopMaum MHUO-
Kapaa, paccamTaHHoit mpu momomn OxoKI u crexi-
tomorpacdun, T.K. ipu HKM OGoiee cymiecTBeHHa -
dopMalusg anukaabHbIX cerMeHTOB JIZK u BelmumHa
anukaabHO-0a3anbHOro otHoureHus. [pu JKMII anu-
KaJlbHO-0a3aJIbHbIl I'pagueHT He BhIpaxeH [15].

OnucaHue cnyyas

IIpennaraem 4yuTaTeIsIM CIydail MIEPBUYHOM OUATHO-
ctuku JJKMII B couetanuu ¢ HKM JIZK y nmanueHTKu
66 J1eT, IpenbsBIILIONIEH Kal00bl Ha OOBIIIKY IIPU Ma-
Jelimei pusnyeckoit Harpyske, maBsiue 60jJu B 00-
JIaCTU cepAlla pa3HOi MPOMOJKUTEIbHOCTH, HE Uppa-
IUUPYIIHE, He MMEIOIINE YETKOM CBA3M C (DM3MICCKUM
HanpsKeHHUeM, Ha nepebou B paboTe cepilia, rojoBO-
KpyXeHUE W OBICTPYIO YTOMIISIEMOCTh IIPU TCHIOCHIINHU
K apTepHUaJIbHOIT TUTIOTOHNU.

Drm3onnyeckue 6011 B 00acTU cepala U Iepedoun
B €ro paboTe BIIEpBhIC MOSBUINCH B 16 JIET TIOCIIE TsIXKe-
JIOM aHTWHBL. TOH3WISKTOMMS ObUIA OTJIOKEHA M3-3a Ha-
CTyNUBIIEH 0epeMeHHOCTH, MPOTEeKaBIIeil HOPMAaIbHO.
Btopass 6epeMeHHOCTh U pOABI TOXE IPOLUIU 0e3 oc-
JIOXKHEHUI, OMHAKO BIOCJICACTBUM COXPAHSIINCH PEIKHE
KapouajTud U 9KCTPACHUCTOJNBI. [AnarHo3, yCTaHOBJICH-
HBII II0 MECTY XMTEIbCTBa, 00IbHAS HAa3BaTh 3aTPYIHSI-
ercs. OOIIee caMOYyBCTBHE OCTAaBaJIOCh YIOBIETBOPH-
TETBHBIM, pabOTOCIIOCOOHOCTh HE CTpafaia.

Puc. 1B. KomnbloTepHas TomorpaMma opraHoB rpyaHON KNeTku nocne nepmkap-
OvanbHbIX NyHKUMA. KonnmyecTBo XMOKOCTM B MOMOCTU Nepvkapaa 3HAYUMTENbHO
YMEHbLLMNOCH (CTPENKH).

Vxynurenue ¢ 66 €T, KOrma IOCTENeHHO y4aCTUINCh
9KCTPACUCTOJIbI, CHU3WIACH TIEPEHOCUMOCTh HAIPy30K —
TOSIBWJIMCH ONBINITKA M OTEKW Ha ToJIeHsX. [ocrmramm-
3upoBaHa B KIIMHWKY Kaparoxupyprum AMYpCKOil Tocy-
JapCTBeHHOM MeaguIHCKOM akagemMun. [Tpu DxoKI BeI-
SIBICHA MUTpaJIbHAsI peryprutanus 1 cTeIeHUu, TPUKYC-
MUAATBHAS peryprutauusi 2-3 creneHu (Iwowanp 6,5 cm? —
27% mnpasoro mpencepnusi). KoHeuHO-AMACTOINYECKUI
ooveM (KJO) 183 My, KOHEUHO-CUCTOIMICCKHIIT 00B-
eMm 110 mu, KJIP 61 MM, KOHEUHO-CUCTOITMYECKNI pa3-
mep 51 mMm, @B 35%. PacueTHOoe maBjieHHME B IIPaBOM
xeaymouke 35 MM prt.cT. JIeBoe mpemcepaue 39%58 M.
IIpaBoe mpencepaue 44%x52 mMm. XapakTep IBVKEHUS
MEXKETYIOUYKOBOW IIEPEeTOpOIKN HEOoIpeaeIeHHBII.
CHumxeHa 3KcKypcus 3amHeit crenkn JIK. 2KmakocTb
B TIOJIOCTH IIepuKapaa IO IpaBoMy IIpercepauio 3 cMm,
0 CBOOOTHOM CTEHKE IIPaBOro Xeaymouka 1 cM (opu-
eatupoBourHo 300 mu). He wmckmouen HKM JIK.
CokpaTtutenbHast criocooHocTh JIDK cHMXeHa B Tpo-
IOJIBHOM U TIOIIEPEYHOM HarpaBlieHHH. JluacTomdecKast
by JK HapyireHa.

IIpu xommbioTepHOIt ToMoTpacdun (KT) BEIABICHB
KaparoMeTaJInisl, THAPOTOPaKC CIIpaBa 10 2 CM, TUAPOTIC-
pukapn 1o 30-50 MM 1o mepenHeit, 60OKOBBIM 1 HIKHE
TIOBEPXHOCTSIM M 15 MM II0 3agHE TTOBEPXHOCTH Cep-
ma (puc. 1 A, Bb). ITosramao ymanerno 700, 300 u 170 mur
CBETIIO-KEJITOM MPO3padHOil KUIKOCTH, KOTOpasi COmep-
xkaja 20 1/ 6enKa ¥ eMMHUYHBIC KJIETOYHBIC 2JIEMEHTHI.
Ilpo6a PuBanbra Oblia orpuuaTeabHON. Takum oOpa-
30M, XKUIKOCTh IIPEACTaBIsIIa COOOM TpaHCCyaaT.

B KIMHMYECKOM M OMOXMMHMYCCKOM aHallM3e Kpo-
BU OTKJIOHCHMII TTOKAa3aTelIeil OT HOPMaJIbHBIX BEIMIMH
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Puc. 2A. 9xoKT. BbipaxeHHas MuTpanbHas peryprutaums v AycnoiHoOCTb MUO-
kapmaa JDK: komnakTHbIN (KpacHas cTpenka) u TpabekynspHblin (xentas cTpenka)
cnowm.

MpumeuaHue: LBeTHOE N306paxeHne LOCTYMHO B 3NEKTPOHHOW BEPCUM XYypHana.

He OOHapyXeHO. DTO OTHOCUTCS K YUCIY JEHKOLIM-
ToB (6,75-5,52%10%/1), ynenpbHOMy Becy HeTpo(dUIOB
(54,7-58,5%) n mum@oruros (35,8-39,2%), ckopocTu
OCeMaHUS SPUTPOLIUTOB (2-5 MM/4), 3HAUCHUSIM acrap-
taMuHOTpaHcdepassl (23,6 EJ1/1), anaHMHAMUHOTPAHC-
depazwr (13,5 EJI/m1), MB-dpakuuu KpeatmHdocho-
kuHasbl (88,3 EJI/n), ¢ubpunorena (1,6-1,9 r/mn). Ilpu
HEOMHOKPATHOI 3-4acOBOM TEPMOMETPUM TEMIIEpATypa
TeJIa He MpeBblllania HopMy. B aHaMHe3e oTCyTCTBOBAIU
YKa3aHUS Ha CBSI3b YXYAIICHUSI CAMOUYYBCTBUSI C KAKIM-
11100 MH(PEKIMOHHBIM WIM BOCHAJIUTEIbHBIM IIPOLIEC-
COM, HE BBISIBJICH WHTOKCUKAIITMOHHBIN CUHIPOM, TIe-
pUKapAuaabHasl XUAKOCTh MUMeJia "HeBOCIATIUTEIbHbBII
xapaktep”. Takum oGpa3oM, JaHHbBIE 32 MUOKAPOMUT OT-
CYTCTBOBAJIU. YPOBHU TUPEOTPOIIHOIO TOPMOHA U TH-
pOKCHHA cOOTBeTcTBOBaNM HopMe (13,2 mMomnb/n1 u 2,4
ME/l/MJ1, cOOTBETCTBEHHO). B mporiecce yIprpa3ByKOBO-
ro MCCASAOBAHMS LIUTOBUIHOM Xeje3bl €€ CTPYKTYPHBIX
M3MEHEHMI He BBISBICHO. DTO MO3BOJUIO MCKIIOUUTh
THUPEOTOKCUYECKYI0O MUOKapauoguctpoduio. Y mamu-
E€HTKM He ObLIO aHaMHe3a M KJIMHUYECKUX CUHAPOMOB
XpPOHUYECKOH 0O0JIE3HU IOYEeK. YPOBEHb KpeaTMHUHA,
ompeneaeHHbI HEOZHOKPATHO, COOTBETCTBOBA HOPME
(62-88,4 MKMOJIb/J1), CKOPOCTh KJIyOOUYKOBOM (puibrpa-
uuu cocrasuna CKD-EPI: 84 mu/mun/1,73 M2, MDRD:
>60 mu/mun/1,73 M2, Koxpodr-Tont: 49 mu/MuH (60
Mi/MHUH/1,73 M2), 4TO CBUIETENLCTBOBANIO O €€ Ha-
YaJbHOM CHMXeHMUH. [Ipy Takux 3HAYEHUSIX OOBEM-
HbII BBIIIOT B IIEpUKapAe He MOT pacCMaTpUBaThCS KakK
CJIEACTBUE MOYEYHO! HETOCTATOYHOCTU. Y OOJIbHOU He
BBISIBJIEHBI KJIMHUYECKHUE MPU3HAKY ayTOMMMYHHBIX 3a-
0oJieBaHUII HU B aHAMHe3€, HU IIPU OIPOCe U OCMOTPE.
Kpome Toro, Kak mpaBuiIO, IEPUKAPAUT COIPOBOXIA-
€T aKTUBHYIO (Da3y KOJUIAar€HO30B, a JaHHbIE 32 OCTPIi

Puc. 2B. 9xoKI. [gycnoiiHocTs muokapaa JDK — 6onee TOHKWMIA KOMMAKTHBbINA
(KpacHble CTPENKM) U BbIPAXEHHbIV TPABEKYNSAPHLI (KENTble CTPENKM) CNOoW.
MpumeuaHue: LBeTHOE M3006pakKeHMEe LOCTYMHO B 3/IEKTPOHHO BEPCUM XypHana.

BOCITAJIMTEIILHBIM TIPOIIECC, KaK YKa3aHO BBIIIE, OTCYT-
CTBOBali. B KadyecTBe BO3MOKHBIX IMPUINH ITOSBICHMUS
XKHWIKOCTU B TIEpUKApAe pacCMaTpUBAJIACh €TO 3JI0Kave-
CTBEHHBIC TTOpPaXKeHUS (B YACTHOCTH, ME30TEIMOMA) WJIH
MeTacTa3spOBaHUE B IIEpPUKApI ITEPBUUHBIX OITyXOJICH,
a Takxe cuHAapoMm Meiirca. 2Kayiob co cTopoHBI opra-
HOB M CHCTEM, 3a MCKIIOUCHHEM CEepHeIHO-COCYIUC-
TOM, y 00IbHOM He OBIT0. OHA OCMOTPEHA THHEKOJIOTOM,
MPOIIJIa PeHTTEHOJIOTMIECKOE 1 YIIETPa3BYKOBOE 00CIe-
noBaHue, Pubdbpos3odaroracTpoayoaeHOCKONNIO — Tia-
tojoruu He BeIsIBIICHO. [Ipn KT cTpyKTypHBIX U3MeHe-
HUI TIeprKapaa M IUIEBPHl TaKKe He 0OHApy:KeHO, 4TO
TO3BOJIMJIO YCOMHUTBCS B HAJIMYIUM OITYXOJIEBOTO TIPO-
mecca. OTOJIAPWHTOJIOT MIPU3HAKOB OCTPOTO W XPOHM-
YeCcKOro BocHajauTelbHOro mpoiiecca JIOP-opranos He
OOHaPYKUIL.

BrimernrepeyrciieHHOE TMO3BOJIIIO CHENIATh BBIBOI
0 TOM, YTO TPaHCCYyIaT B NECPUKApOUATBHON ITOJIOCTU
apuica cieactBueM XCH, teM Gonee, 4To y TallMeHTKA
VMEJIN MECTO U IPYTUE €€ MPOSIBICHUS — OIBIIIKA, ITIEpU-
depruyecKe OTeKH, THAPOTOPAKC, a TAKKe KapauaThs,
HapyIIeHUs puTMa 1 IIpoBoauMocTi. Kpome Toro, mmenu
MECTO Cephe3HBIC CTPYKTYPHBIC M3MEHEHUS Ceplia, TOMI-
TBEPXKIEHHBIE Ty4EBBIMU METOAAMU AUATHOCTUKM.

IpoBomunack amekBatHas Teparnmusgs XCH ¢ momo-
XKUTCIBHBIM 3 (HEKTOM — MO3UTUBHBIMUA M3MEHCHUS -
MU OO0BEKTUBHOIO CTaTyca, IToKa3arejacii KOHTPOJBbHOM
DxoKI' (yBenuuenne @B JIK no 44%, yMeHbllIeHUE T10-
JIOCTEH cepia, OTCYTCTBHUE KUAKOCTH B TIOJIOCTH TIEPH-
Kapna). B kauecTBe OCHOBHOTO MMarHo3a ykKazaHa Wille-
mudeckas 6oses3nb cepana (MBC), crabunbHast cTeHo-
Kapnust HanpsikeHust. HKM B Boinucke He (Urypupyer.

INammeHTKa yTBEp:KIaeT, 9YTO BIIOCICICTBUM HaOJIIO-
Janachk y kapauosuora. 2KMIKOCTh B MOJOCTU TepUKap-
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Puc. 3. Anektpokapanorpamma. MonHas 6nokazna nesoit HoXkM nyyka Mica. YacTble XenyA0uKoBble IKCTPACUCTONbI.

Ia He HaKaIUIMBalach, OMHAKO MTOKYMCHTAIBHBIX ION- TPUKYCIHUAAIbHAS pEeTypruTamus 2-3 CTCIeHH C ILIo-
TBEPXKIECHUI 9TOMY He TIPEeIOCTaBIEHO. mansio 8,8 cm?. [Mapametpst JIK: KO 206 M1, KoHeu-
Cnenyromas rocnuranusanusa B KnnHUKY B Bo3pacte  Ho-cucroiandeckuii oobem 147 mur, KJAP 64 mMm, Ko-
71 roma. COXWI0CHh BIieYaTIeHHE 00 OTCYTCTBUM IIPU- HEYHO-CHUCTOIMYECKU pasmep 55 mMm, @B JIXK 28%.
BEpPKCHHOCTH OOJIbHOI PEKOMECHIOBAHHOM Tepamuu. ATpuoMeraiaus. MexKelIyIodKoBasl IIeperopoaKa: TOJ-
TonepaHTHOCTH K Harpy3KaM B YKa3aHHBII MepHON IIPO- IMMHA B OUACTONy B 6a3aiabHOM cerMmeHTe 11,0 MM, TH-
IojoKama CHXaTbesl. B Hacrosimee BpeMsT mallmeHTKa ITokKmHe3. Hwmkwsa crenka JI2K: ToiammHa B OIUACTONY
n30eTaeT Jake He3HAYUTEIIBHOTO HATIPSDKEHMS M3-3a BhI-  KOMITAKTHOTO CJIOs B Oa3albHOM cerMeHTe 8,0 MM, He-
paxkeHHO ONBILIKU, CepALeOreHrs], apUTMUKM U OBICT- KOMIIAKTHOrO cjost 16,3 MM, rumokunes (puc. 2 A, B).
pOii yTOMJISIEMOCTHU. 3akmouenue: JKMII. ITo HMXHel M HUXHEOOKO-
OcobeHHOCTH aHaMHe3a XXU3HHU. B roHoIeckoM Bo3-  Boit creHKaM JIK — BbIpaxkeHHBIN TpaOeKyISIpHBIN
pacTte — 3KCCyOaTUBHEIN IUIEBPUT TyOepKyie3Hoi atno- cioit (N/C 2,03). MutpanbHast peryprutamust 2 cTe-
sorun. Ilocie criemmduuecKoro Je4eHUs XUIKOCTh He IIeHW. TpUKycCIUOalbHas perypruTamust 3 CTeleHH.
HakaIuiBajach. [lammeHTKa cHsTa ¢ y9eta B IpoTUBO- COKpPaTMMOCTD IIPOMOJBHBIX M IHPKYISIPHBIX BOJIOKOH
TyOepKyJIe3HOM TUCIIAHCEepe, OMHAKO PETYIApHO Mpoxo- Muokapma JIZK cHmxkeHa. JImacTonmmueckass (YHKIIHS
muna ¢mooporpaduro. ITaTomornueckux nsmenennii He  JIDK HapyieHa.
Haxomuiu. B Bo3pacTe 45 et eif BBIMOJHEHA THCTEPIK- Ha smexTpokapmmorpaMme — TOJHAsI OJIOKama Jie-
TOMMSI TI0 TToBOAY (hmOpoMmoMBEI MaTKi. Co cJI0B 00JIb- BOI HOXKH ITydKa [1ica, aTprMOBEeHTPUKYIISIpHAs OJT0Ka-
HOM, XMMHO- 1 JIYIeBYIO TepaITnio OHA He Mmojydana, 9To na | cremeHuM, dacTas KeIyHOYKOBasl 3KCTPACUCTOJIHS
ITO3BOJISIET AyMAaTh O JOOPOKAaYeCTBEHHOM TeHe3e¢ HOBO-  (pHc. 3).

obpasoBanud. B 70 yneT oHa TepeHeciia OCTpoe MIIeMU- IMpu KT B S5 060uX JIETKUX — y4acTKW JTUHEIHOTO
YeCcKoe HapyIIeHNE MO3TOBOTO KPOBOOOPAIIICHHMS. JIOKAJIbBHOTO MTHEBMOILIeBpoduopo3a. Kapanomeramus.
HacnencTtBeHHBINM aHaMHe3 TI0 3a00JICBaHUSIM cepalia B BepxHeM M 3amHeM OTAENaX IOJOCTH IepuKapma —
M COCYZIOB HE OTSITOIIIEH. BbIIOT ToJIUHOM 10-12 MM u 1wtotHOCTBIO 0-10 em. X.
Oo1ee cocTosTHUE TsIKeJIoe, aKpoInaHo3. ACTCHU- [Ipu cereKTUBHOIT KOpOHApOaHTUOTPadUU CTECHO-

YecKoe TeociiokeHre. YacToTa AbIXaHWS IIPU He3HAYM-  3UPYIOIINX M3MEHEHHUU HE BBISIBICHO. MIMeeTcsT HepoB-
TeNbHOM Harpy3ke 18 B muH. JleBasi rpaHuiia cepaiia pac-  HOCTh KOHTYPOB MTPaBOii KOPOHAPHOU apTepu.
ITOJIOKEHa Ha 1,5 caHTMMeTpa KHapyXW OT JICBOM cpem- [Tpu ynsTpa3ByKoBOM McclenoBaHUM Opaxuonedarb-
HEKITIOUMYHOM TMHUY. TOHBI IPUTIYIIEHBI, apUTMUYHBL.  HBIX apTepHUil — aTepOCKICPOTUICCKUIN CTEHO3 COHHBIX
CucTonnyecKuii IIyM Haa BEpPXYILIKON M MeYeBUAHBIM apTepuii 10 35-40% c oGenx CTOpPOH.

OTPOCTKOM TpYIWHBI. YacToTa cepaeyHBIX COKpaIleHUIA AucmimuaeMuy He BEISIBICHO.
68 ya./MuH. ApTepuajbHOE IaBleHHME Ha O00eUX pyKax BrictaBnen nmuarnos: JJIKMII B couetanun ¢ HKM
120/80 MM pT.cT. OTEKHM Ha TOJICHSIX 1 CTOTIAX. JIK. OTtHOCHTEeNnbHAs MUTpabHAs HEZOCTATOYHOCTH 11

ITpu upecrmmmeBonHoi DX0KI 06HapyskKeHBI MUTpallb-  cTeleHr. OTHOCUTEIbHAS TPUKYCHUIAIbHAs HETOCTa-
Hasl peryprutauusi 2 CTeleHM C Iuomanbio 5,67 cm?, TouHocts 111 cremenn. XKenymoukoBast SKCTPACHCTONNS
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KITMHNYECKWE CNYHAN

IV rpagauun no Lown, mepuoguyeckasi KBagpureMu-
Hus. TpaH3uTOpHAas aTPUOBEHTPUKYJISIpHas OyoKana
I crennenu. IlonHas Giokaga jJeBoi HOXKM mydka [uca.
XCH 1Ib co camxkennoit ®B JIK, ¢dyHKIIMoHanbHBIM
kiacc 111 mo NYHA. CreHo3upylonuii arepocKiepos
LHepeOpaabHBIX apTepuii. JucoupKyasiTopHast sHueda-
nomnatus Il crenenu.

BonpHas 1monydyana aMHOOapoH, MEPUHOOIPUII, Be-
POIIMMPOH, TNYyBep, KapOIUOMATHIII, TIperapaThl Kaus
W aHTUTUITIOKCAHTHI C HE3HAYUTEIHbHBEIM 3(D(HEKTOM B OT-
HOIIICHUN CUMIITOMOB CEpIEYHOII HETOCTATOYHOCTH.
VYuuteiBast Haauune XCH ¢ nuskoit @B JIXK (28%), moin-
HOM GJIOKAIbI JIeBOM HOXKM MydyKa [mca m xapakrep oc-
HOBHOTO 3a00JIeBaHUSI, 3aIUIaHMPOBaHA MMIUIAHTAIINS
PECUHXPOHU3UPYIONIIETO YCTPOMCTBA.

00cyxaeHue

OnHOIT M3 0COOCHHOCTEH MTAaHHOTO KIMHMYECKOTO
clydasi SIBJISIETCS HEIPEPBIBHBIM ITPOMOJIKUTEIIbHBIIN
KapIWaJpHBIl aHaMHe3 (KapIUaJTUM W HapylleHWe
putMa ¢ 16 JIeT), KOTOPbIil He cpa3y ObLI yYTeH MpU 00-
CJICIOBAaHWM B 3PEJIOM BO3pacTe, M OOJIBbHOM BHICTaBJICH
muardo3 UBC. UMeHHO ¢ Hell M3HAYAIBHO CBIA3BIBAJIN
tskenyio XCH. B To ke BpemMs xapakTtep 6oieit B cepa-
IIe HEe IMOJIHOCTBIO COOTBETCTBOBAJ KPHUTEPUSIM CTCHO-
Kapouu. B mTore Ha OCHOBaHMHU CEJIEKTUBHOM KOpPOHA-
poaHruorpaduu CTEHO3UPYIOIINE U3MEHEHUSI COCYIOB
WCKJIIOYCHBI, 1 BHUMAaHUE CICIUAIMCTOB IIPUBICKIN
BBIpaXXKCHHBIC CTPYKTYPHBIC M3MEHEHMS CEeprma, OIU-
CaHHBIC BpPayoM YJIBTPA3BYKOBOI OTUArHOCTUKU — II0-
BBIIIICHHAS TpadeKyasapHOcTh JIK 1 3HAaUMTEeIbHOE YBE-
JIMYEHUE KaMep, COOTBETCTBywIUe Kputepusm HKM
u JKMII.

B nanHOM ciydae y mauMeHTKH uMennch DxoKI-mipu-
3Haku JIKMII u BeIpaxkeHHO HEKOMITIAKTHOCTU MMO-
Kkapma JI2K, 9To MOXXHO paccMaTpuBaTh KaK COUCTaHHBIM
¢denotun HKM — HKM+JKMII. OngHako, He uMed
npoTtokojioB DxoKI 3a Gonee paHHUE MEPUOABI XKU3-
HU OOJIBHOI, 5TO HENb3sI YTBepKOaTh omnpeneneHHo. He
uckiawodeHo, uto HKM gBuicst ciienctBueM TsKeIoi
XCH na ¢one camocrogrenbHoii JIKMII, kotopas 1o

KaKNM-TO TIpUIMHAM IIPOTPECCHpPOBaja B 3pejIOM BO3-
pacte. Kpome Toro, HKM moxkeT ObITH OIHOI U3 BO3-
PACTHBIX TpaHCHOPMAIIHT CepACTHOIM MBIIIIIBI, KOTOPHIC
OMUCaHbl B JOCTYMHbBIX JUTEPATYPHBIX UCTOYHUKAX. TeM
oonee, Teopetnuecku penorun HKM+IKMII nomxeH
MIPOTEKATh 3HAUYMTEIILHO TSDKeiee, a B JAaHHOM CJIydae
KA4yeCcTBO XMW3HU U 0OIlee COCTOSIHUE MallMEHTKU Cy-
LIECTBEHHO YXYAIIMIUCH TOJBKO C 65 JIeT, UTO SIBJISIETCS
0COOCHHOCTBIO OITMCAHHOM MCTOPHHU OOJIC3HM M IIOM-
TBepXXOaeT pasHOOOpa3re BApUaHTOB KIMHUYECKOTO Te-
yeHust KMII.

HKM 1o cux nop octaeTcsl NpeaMeToM OKUBJIEHHO-
ro oocyxneHwms. Jdaneko He Bce MCCIeNOBATEIN TIpU3HA-
10T ero otnenbHbIM BugoM KMII, cuutas ¢peHorunuue-
CKUM IIPOSIBJICHMEM IMMPOKOTO CIICKTpa 3a00JIcBaHUIA
cepaeaHOM MBIIIIE. OTHO3HAYHO JIMIIB TO, YTO Bpadyu
o0Ieit mpakTUKH, a TeM 0oJce KapaHOJOTH, MOJKHBI
OBITb OCBENOMJIEHBI O CcylllecTBOBaHUM cuHIApoma HKM,
MOHUMATh €T0 CyTh, MHOTroobOpasue BapumaHToB HKM
¥ BO3MOXHOCTH MEIWIIMHCKOM ITOMOIIN 3TOM KaTero-
pun OOJIbHBIX.

Orpanmuenus uccienopanus. {uarno3 HKM 6b01 ycTa-
HOBJIEH Ha ocHoBaHUM KputepueB Jenni R, Oechslin E,
Schneider J, Jost CA, Kaufmann PA (2001) kak Han6o-
Jiee TIOJTHBIX IT0 MHEHMIO OOJBIIMHCTBA aBTOPOB B Ha-
crosee BpeMsl. CyIieCTBEHHYIO0 MH(MOPMAIIIIO O BhIpa-
XKEHHOCTU U pacrpocTpaneHHocTu HKM, Ge3ycioBHO,
MOTJIa TIPEIOCTAaBUTh MAarHUTHO-PE30HAHCHAST TOMOTpPa-
¢us1, IPOBENCHNIO KOTOPOI MPEISITCTBOBAIO MHCITHOD
B TOPHU3OHTAJIBbHOM TOJOXEHUM OOJNBHOI, KOTOpas,
K TOMY Xe, TICUXOJIOTUYECKH He OBlIa TOTOBA K JTaHHOMU
mporeaype. DTO SIBIJIOCh OTHUM U3 OTpaHNICHUI ITaH-
HOM pabOTHI.

K coxanenmio, HaM He ymajioch 0OCIemoBaTh POI-
CTBEHHUKOB MAaIlMEHTKM U MPOBECTU T€HETUUYECKUE UC-
CIIeIOBaHUS, PE3YJIbTaThl KOTOPHIX OBLIM OBl KpalfHe
WHTEPECHBI TSI YICHBIX-KapANOJIOTOB C YIETOM HEOPIH-
HApHOCTU KJIIMHUYECKOTO cirydasi. Bo3MOXHO, MMEHHO
0COOEHHOCTH TeHOMA OOJIbHOM OTPENeIsIA CIIeIN(pUKY
TeUeHUS e¢ 3a00JIeBaHMSI. DTO SIBIJIOCH BTOPHIM OTPaHU-
YeHUEM IIPOBEICHHOTO NCCICIOBAHMS.

BpemeHHas wkana

BospacTHble nepuogbl  Matonoruyeckme U3MeHeHus

16 net [Le6ioT 3a6oneBaHus B Buae nepeboes B paboTe
cepaua n 6onei B obnactu cepaua
HeonpeaeneHHoro xapakTepa v NPOAOIXUTENLHOCTY,
6e3 ppagnaumn. ADXUBHbIE LOKYMEHTbI OTCYTCTBYIOT.

TOYHbIX CBEAEHWIA O ONArHO3e HET.

BospacTHble nepvogbl - Matonoruyeckue N3MeHeHms

18 net, 22 ropga BepeMeHHOCTN 1 CamOCTOATENbHbIE POAbI,
npoweaLve 6e3 ocnoxHeHmid. Coxpaxstotcs
anusoaunyeckue 6onv B obnactv cepaua

1 nepebou B ero pabote, He UMEIOLLIME YETKOI
CBA3N C PU3NYECKOIN HArpPy3KON NAN KaKUMU-
6o onpeaeneHHsIMM npudnHamu. UHdopmavmn

0 AnarHose Her.
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Bo3spacTHble nepuogsl  [atonornyeckve N3mMeHeHus Bo3spacTHble nepuoapl  Matonornyeckune nameHeHus

23 ropa — 64 roga Camo4yBCTBUE 1 COCTOSIHME 6e3 0TpULaTeNbHOM 71ron OgapllLka Npv NoAbEME Ha OAWH NECTHWUYHBIA NPONET.

66 net — 70 net

avHamMuku. NMpu3HakoB CepAEeYHON HEAOCTAaTOYHOCTH,
€0 cnoB 60NLHOMN, HeT.

OTeKM Ha HUKHIX KOHEYHOCTSIX. BblpaxkeHHas
o6was cnabocTb. Mpu ypecnuiesoaHon IxoKr

65 net Bonu B 06nactv cepaua v nepebou B ero pabote 06Hapy>XeHbl MUTPasbHas peryprtauns 2 CTeneHu,
CYLLECTBEHHO yyaLatoTcsl. [NosBnseTcs oapliLika TpukycnupanbHas peryprutaums 2-3 ctenenn. KOO JIK
npy 06bI4HO PU3NYECKOI HArpy3Ke 1 OTEKV Ha CTOMaXx. 206 mn, KAOP JTX 64 mm, ®B J1X 28%, atpromeranus,

66 net Be3 kakvx-nbo NpoBOLMPYIOLLIVMX (PaKTOPOB CYLLECTBEHHO TMMNOKVHE3 MEXXENYL04KOBOM NEPEroPOAKY U HUXHE

CHWXAETCSs TONEPaHTHOCTb K GU3NYECKO Harpy3ke —
NPOrpeccyipyeT ofpbILLKa, OTEKW PacrpPOCTPaHSIOTCS

Ha ronexmn n 6eapa. Mo gaHHsIM OxoKI — yBenunyeHne
Kamep cepaua, npenmyLecteHHo JDK (KOP 61 mwm,
KO 183 Mn) ¢ HapyLLEHWEM Ero CUCTONMYeckoit (PB
JIXK 35%) 1 practonnyeckoi GyHKUWIA, He3HauMTebHas
MUTPaJTLHASA 1 BbPaKEHHas TPUKYCMMaabHas
HEIOCTAaTOYHOCTb, BOBLIOE KOMYECTBO XMAKOCTH

B MOOCTV MEpUKapAa, YMEPEHHOE — B NIEBPaIbHOM
nosnocTu. Briepsbie He ncksodaetcs HKM. Mpu nyHKumsx
ynaneHo 1170 mn TpaHccynata, HasHaueHa KomriekcHas
Tepanus XCH ¢ nonoxurensHbiM 3ddekTom.

MposeneHa b depeHLmanbHas onarHocTmka

WBC ¢ MroneprkapauToM, TMPEOTOKCUYECKOW
MMOKapAMoaMCTPodKel, HOBOOBPA30BAHNSAMM
nepvkapza. Pabounii anarHos — MBC.

CamoyyBCTBME A/IMTENBHOE BPEMS OCTAETCS
YLOOBNETBOPUTENBHBIM, OHAKO B OTCYTCTBUW
MPUBEPXEHHOCTUN IEYEHMIO TONEPAHTHOCTb K PU3NHECKON
Harpyske NoCTENeHHO CHUXAETCS, HAapacTaeT OfbILLKa,
HaGMOAAETCA TEHAEHLMS K apTEPUANIBHON TMMNOTOHUN,
CHkaeTcs Macca Tena. B 70 net 6o/bHas nepeHocuT
0OCTPOE HapyLLIEH1E MO3rOBOro KPOBOOGPALLIEHVS
MLLIEMMYECKOTO XapakTepa.

Jlutepartypa/References

cTeHkn JIXK. MocnenHsis B HXXHEM CErMeHTe MeeT
KOMMAaKTHbIN C1or (8,0 MM) 1 HEKOMNAKTHbIN CNON
(16,3 Mm). N/C 2,03. YMepPEHHOE KONMYECTBO
XUAKOCTW B NEPUKapAManbHON v MeBpasnbHoi
nonocTsix. Mpu cenexTMBHO KOPOHapoaHruorpadum
CTEHO3MPYIOLLME N3MEHEHMS He 0BHapyXeHb!. Ha
9Kl — nonHas 6iokaaa neBoit HoxXKw nyyka Mca,
4acTble XeNyA04KOBbIE SKCTPACUCTONbI. MprynHon
Tsxenoit XCH HassaHo couyetaHve KM n HKM.
KoHcepBaTueHoe neyervie XCH cnocobcTBOBano
YMEHBLLEHWIO NEPUPEPUHECKNX U LIEHTPATBHBIX
OTEKOB, HO OAbILLIKa COXPAHAETCS B NpexHeM obbeme.
PeLueHo HanpasuTb 60NbHYIO AN UMMNaHTaumm
PECVHXPOHW3UPYIOLLEr0 YCTPOWCTBA.

Cokpawenus: JKMIM — gunataumoHHas kapanomuonatus, MBC — nwemmnyeckas
6onesHb cepaua, KOO — koHeuHo-anacTonunyeckuin o6bem, KIP — KoHeuyHo-aua-
cTonuyeckuii pasmep, JK — nesbiii xenynovek, HKM — HekoMnakTHbIA Myuokapa,
®B — dpakupms Bbibpoca, XCH — xpoHuyeckas cepaedHas HemoCTaTo4YHOCTb,
OKI" — anektpokapanorpadus, OxoKI — axokapavorpadus.
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