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HEKOMITAKTHBII MUOKAPI JJEBOI'O JKEJIYTOUKA:
AHAJIN3 KIIMHUYECKOI'O CJIIYYASA
U IUATHOCTUYECKNX OCOBEHHOCTEN

AnHoTanus. HekommaktHbIi Muokap ieBoro sxenynouka (HMJDK) npencrasnseT coboit penkoe, HO MOTEH-
[HaJIBHO Cephe3HOe 3a00JIeBaHNeE B IUTaHE Pa3BUTHS y IAIMEHTOB BHe3arHoI cepaeunoit cmepru (BCC), cepneu-
HOH HEJIOCTaTOYHOCTH, PHCKa TPOMOOIMOOIHMIECKNX OCIIOKHEHUH. B 1ocieanue roisl 0CBeIOMIICHHOCTD MEIH-
LUHCKUX CHELMAIUCTOB O HEKOMIAKTHOM MHOKapAe BO3pocia U, HECMOTpPsI Ha HEJJaBHUE IUAarHOCTHUECKUE J10-
CTW)KEHHS B TOHMMAHUH JaHHOU ITaTOJIOTHH, OCTASTCS PsIJl HEPEIICHHBIX BOIIPOCOB, TAKHX KaK BapHaOeIbHOCTh
KJIMHUYECKOI KapTUHEI 3a00JIeBaHMsI, HAYMHAS OT OSCCHMITOMHOIO TEUESHUSI 10 Pa3BUTHS TSDKEIIOH cepaedHoit
HEJJ0CTaTOYHOCTH, TPOMOO30B, )KU3HEYTPOJKAIOIINX HAPYIICHUI PUTMa U IPOBOANMOCTH CEp/Ia; IIOBCEMECTHAs
JIOCTYITHOCTh BH3YaJN3UPYIONMX MeTooB nuarHoctiku (MPT); pacimpeHHbIH MOJIEKyIspHO-TeHEeTHYeCKUN
CKPUHHUHT IpH ceMeiHbIX Gopmax HMJIDK, koTopble MIMEIOT OrpOMHOE IPOTHOCTHYECKOE 3HAUCHUE Y MAllEHTOB
C TaHHBIM 3200JIeBaHUEM.

[IpencraBnensslii u3 kiuHUdeckoi npaxruku HMJDK y mMononoro manuenra 25 j1eT JeMOHCTPUPYET 0CO-
OEHHOCTH BJIMSTHHMS JAHHOM IAaTOJIOTHH Ha (DYHKIUH MHOKap/a Cep/iia ¢ pa3BUTHEM COUYETaHHOIO (eHOTHIA 3a-
OoneBaHMsI: SMMU30bI ¥ DKBHBAJICHTHI cHHApoMa Mopranbu-Anamca-Crokca (MAC), apuTMHYECKUH CHHIIPOM,
cuHApoM creHokapauu Hanpsbkernsi, XCH ¢ Huskoil ¢gpaxnueit Beiopoca (XCH ¢ HOB). Pesynbsrarer HacTos-
IIEr0 MCCIIEIOBAHMUS TTO3BOJIST YBEJINYUTh HH(POPMHPOBAHHOCTh MEAUIIMHCKUX CIICIIMAINCTOB, OKAa3bIBAIOIINX
MEePBUYHYI0 MEANKO-CAaHUTAPHYIO TOMOIIb B3POCIOMY HACEIEHHIO, O PEIKOM, HACIIEJACTBEHHOM 3a00JIeBaHH,
ONTUMU3UPOBATH OAXO/b! K AUATHOCTUKE U CTPATETHU JICUCHUS.

KoroueBble c10Ba: HEKOMIIAKTHBINT MHOKap/I JICBOTO JKEITy/109Ka, SXOKapanorpaduaeckue kpurepuu, MPT-
KPHUTEPUU, FEHETUYECKOE TECTUPOBAHUE.

Palshina A.M., Gogolev V.A., Nogovitsyna S.V., Ivanov K.I.. Alekseeva E.A.,
Kapitonova U.S., Nizhegorodova O.S., Fedotov D.A.

LEFT VENTRICULAR NON-COMPACTION CARDIOMYOPATHY:
AN ANALYSIS OF A CLINICAL CASE AND DIAGNOSTIC FEATURES

Abstract. left ventricular non-compaction cardiomyopathy (LVNC) is a rare, but potentially serious, condition
that can lead to sudden cardiac death, heart failure, and thromboembolic complications. In recent years, there
has been an increase in awareness among medical professionals about this condition. Despite recent advances
in diagnostic techniques, there are still several unresolved issues related to LVNC, such as the variability in its
clinical presentation, ranging from an asymptomatic course to severe heart failure and life-threatening arrhythmias.
Additionally, there is a lack of widespread availability of certain imaging techniques, such as MRI, for diagnosis.
Furthermore, there is limited information available on advanced molecular genetic testing for familial forms of
LVNC, which is essential for accurate prognosis in patients with the condition.

The presentation of a clinical case of LVNC in a 25-year-old patient demonstrates the peculiar features
of the impact of this pathology on myocardial function, leading to a combined phenotype of the disease. This
includes episodes and equivalents of Morgagni-Adams-Stokes syndrome (MAS), arrhythmia syndrome, angina
pectoris and chronic heart failure with reduced ejection fraction (CHF with REF). The aim of this study is to
increase awareness among healthcare professionals providing primary care for the adult population about this rare
hereditary condition and to optimize approaches to its diagnosis and treatment.

Keywords: left ventricular non-compaction cardiomyopathy, echocardiographic criteria, MRI-criteria,
genetic testing.
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Beenenne

[lepBoe omucaHne HEKOMITAKTHOW KapJHOMHOIATHH ObLIO cieiaHo B 1975 romy B KOHTEKCTE
BpPOXKIIECHHOTO TIOpOKa cepamna y aereid. [Toke sTa ocobast hopma Haganma MpHUBIEKaTh Bce OobIIee
BHUMaHUe, 1 B 1984 rony DunepOepanHr U benaep rmocraBuii quarHo3 « HEKOMITAKTHBIH JIeBbIN Jke-
JTYIOYEK» B3POCIOMY YEIIOBEKY C TIOMOIIBIO IBYXMEPHOH TpaHCTOpakanbHOU sxokapauorpaduu (TT
Ox0KT'), koTopasi NpoAeMOHCTPHpOBalIa «Ty0UaThlii» MuoKkap. Elie monBeka naHHas MaTONIOTUS HE
IIPU3HABAJIACh KaK CaMOCTOsATENIbHAsE (popMa, NOKa JIOKTOp YMH M ero KoJUIeTH He COOOLIMIN O KO-
ropre 60mpHBIX OT 11 MecseB 1o 22,5 1et, 6e3 BpOKIACHHBIX CEPACYHBIX aHOMAIINH, W MPEIOKIIN
TIepEeMEHOBATh ATy Pa3HOBUIHOCTh KapJIMOMHOINIATHU B «H30JIMPOBAHHBIH HEKOMITAKTHBI MHUOKap/
neBoro xemymnoukay [10,13].

B HacTosimiee Bpemsi HEKOMITAKTHBIN MUOKap[ JieBoro xkenynouka (HMJDK) ocraercs mpemnme-
TOM JIUCKYCCHH B IIMPOKOM KPYyTy KapIHoJoroB. B kimaccudumkannu, mpemiokeHHOH AMeEpHKaH-
CKOM accoIManueii cepa, HO30JI0THs OTpeieNieHa KaK epBUYHAs TeHETHIeCKask KapAHnOMHUOTIATHS,
a B kiaccudukanusix BO3 u EBponelickoro o0miecTBa KapMoNIoroB — Kak HeKJIacCH(UIMpOBaHHAS
KapIMOMHUOIIATHS, CUUTAs], YTO Upe3MepHas TpaOeKyssaus SBIsSeTCS MOP(OIOTHIeCcKod 0COOCHHO-
CTBIO, CIIEJOBATEIILHO, HE OTACIBHBIM 3a00eBanuem [8, 11].

Onpepensromieii aHOMaJIMEH SBISIETCS HAJTHYNE BBICTYIAIOMINX YHIOKAPAUAIBHBIX TPaOCeKyI Jie-
BOTO JKENyJ04YKa U IITyOOKHX MEXKTPaOEKyISIPHBIX KapPMaHOB, COOOIIAIOIIMXCS C MOJIOCTHIO JIEBOTO
XKEJTyJ0uKa M OTJCJICHHBIX OT SNHMKapAHaibHbIX aprepuil [4]. IlepBoHavanbHO CUMTANIOCH, YTO 3TO
SIBIISICTCS CIIEICTBUEM SMOPHOJIOTHYECKOM OCTAHOBKM HOPMAIFHOTO MOp(OTeHe3a YHIOMHOKapaa, HO
COBPEMEHHBIE UCCIIEIOBAHNS OCTIAPUBAIOT 3Ty TEOPHUIO.

B HOpME cepaednble TpaOeKylbl 00pa3yroTcs B paHHEM 3MOpHOTEHEe3e, B STOT MEPHOI MHOKAp
MIPE/ICTABISIET CO00I ry0uaTyro CTPyKTypy € DIyOOKHMH MEXTpaOeKyispHbIMU KapmaHamu. K 6 —
8-11 Henee HOPMAJILHOTO Pa3BUTHS MTPOUCXOAUT YIUIOTHEHNE (KOMITAKTH3AIHsI) Iy04aToro ciost U Ha-
4yrHaeT (OPMUPOBATHCS KOPOHAPHBINA KPOBOTOK, B PE3yNbTaTe I1yOOKHE KapMaHbl YMEHbBIIAIOTCS JI0
pa3sMepoB KalmIsIpOB. 3aKIIOYUTENILHBIM STAllOM Pa3BUTHS SIBISIETCSl (JOPMUPOBAHHE TPEXCIOWHOM
CITUPATBHOM CHCTEMBI BOJIOKOH MHOKap/a (TIPOIOIBHBIX, KOCBIX M IMUPKYIIPHBIX). [ nmoTe3y Hapytie-
HUA YIUIOTHCHUSA SHAOMHUOKapJa B IIEPUOJ PAHHETO 3M6pI/IOFCHCSa MOATBEPKIAACT HAJIMYUC HEKOM-
MMAKTHOTO MHOKapAa MPH HEKOTOPHIX BPOXKICHHBIX MIOPOKaxX cepama. IHTepecHO# 3aKOHOMEPHOCTHIO
SIBIISIETCS TO, YTO BEPXYIIKA CepJilia BCerja BOBJCKACTCS B MATOJOIMYECKOM MpoIlecc, a MMEHHO Ha
BEpPXYIIKE 3aKaHYHBACTCS ITPOIIECC KOMITAKTH3ALNH, TAK)KE CTOUT OTMETUTD TO, YTO CIIOH HEKOMITAKT-
HOTO MHOKap/a pacIioyiaraeTcs BCETrAa SHIOKApIHAIBFHO, YTO COOTBETCTBYET HAIIPABICHUIO KOMITAaK-
TH3AIMU «CHAPYKU-BOBHYTPHY» [2, 3]. VicTHHHAS NpUYMHA U TEHETUYECKast STHOJIOTHSI, IPUBOJISIIAS
K HapyIICHHIO KOMIIAKTH3alUH MHOKap/a, OCTAIOTCS HEOIPeIeIeHHBIMU. BpII0 HACHTHPHINPOBAHO
00JIBILIOE YUCIIO TEHOB, KOHTPOIUPYIOIINX SIMOPHOTeHe3 Cep/ilia, OIHAKO UX TOYHAS POJIb B ATOM IPO-
iecce n3ydena HejoctarodHo. OOCyKaaeTcst posb reHOB, KOAMPYIOIINX CApKOMEpPHBIE OSIIKN MHOKap-
na. Ho aTa rumotesa Hy»maeTcs B KITMHAYECKOM MOATBEpKAeHNH [2, 3,9, 11].

C npyroit CTOpoHBI, SMOPUOHANIBHYIO THIIOTE3Y OINPOBEPraloT NPUOOPETEHHBIE W TIOTEHIIUAIBHO
obparumble POPMBI HEKOMITAKTHOTO MHOKapaa (mpu OepeMEHHOCTH, NP MHTEHCHBHBIX 3aHATHIX
cnoprom). C Takoi TOYKH 3peHHsI MIIEPTPAOSKYIIPHOCTh MOJKHO paccMaTpvBaTh Kak JoOpokade-
CTBCHHBIH, CTIeMU(pUUECKAN MEXaHU3M aJalTallid K Ype3MEpHBIM Harpy3kam. JTa THIIOTe3a TOA-
TBEPXKJIAeTCsl OOHAPYKEHUSIMH HEKOMITAKTHOTO MUOKap/ia Y B3POCIIbIX, Y KOTOPBIX B aHAMHE3€ KHU3HU
CTPYKTYPHBIX aHOMAaJIMi MHOKapaa He 0bUI0 BhisiBICHO [1, 3, 10]. Emie Oonee 3aragodHbiM sBISICTCS
TOT (haKT, YTO TATOJIOTHS MOJKET HCUE3HYTh mocie poxos [10, 14].

Meton MarHUTHO-pe30HaHCHON ToMorpaduu cepamna (MPT cepiiia) mo3BoJsisieT Jydlie BU3yallu-
3UPOBAaTh U OLICHUBATH JIByXCIOWHYIO CTPYKTYPY MHOKapAa, 0COOEHHO y MAIlMEeHTOB, Y KOTOPBIX BEp-
XyIIKy Cepima TpyAHO Buzyanu3upoBats ¢ nmomorbio TT OxoKI [3, 9, 12]. Ha cerogusmHuii A1eHb
TIPE/ITIOKEHO J1Ba HaOopa KpUTEpHEeB HEKOMITAKTHOTO MHokapa MetogoM MPT. CoracHo KpuTepHio
Jacquier, TMarHOCTUYECKHU 3HAYMMOM MacCOil HEKOMIIAKTHOTO MUOKapaa cuuraercs >20 % ot obrieit
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Maccel MuUoKapaa. OnHako OoJblIel MOMYJSPHOCTBIO TOJIb3yeTcs Kputepuil Peterson, oTHoleHue
HEKOMITAKTHOTO CJIOSl MUOKap/ia K KOMITAaKTHOMY, IIpeBhImaromee 2,3 B auactoiny [2, 3, 10, 12, 13]. Ho
U 3/1€Ch UMEIOTCS OIPAaHMUYCHHSI, TAKHE KaK HEBO3MOYKHOCTD BBITIOJIHEHHSI HCCIICIOBAHUS MAIIIEHTaM C
UMIIAaHTUPOBAHHBIMHU yCTPOMCTBAMH, METAIUIMIECKUMHU TTPOTE3aMH. B Takux ciydasx 1eiaecoodpasHo
MIPOBEICHIE MYIBTHCIINPATIBHOIN KoMIbioTepHON Tomorpaduu (MCKT) [5].

Ilo mpuunHEe OTCYTCTBUS AMArHOCTHUYECKOTO «30JI0TOTO» CTaHJApTa HEKOMIIAKTHBIH MHOKaps
TPYIHO OTIMYHUTH OT JWJIATAIIMOHHON M runepTpodrdeckoil kapaunomuonaruii [10]. Bmecte ¢ Tem
crieuupUYHBIM JUISI HEKOMITAKTHOTO MUOKAap/a SIBJISIOTCS CErMEHTAapPHOCTh TPAOEKYIISIPHOM 001acTH 1
pacrionoxeHre TpabeKyir Ha BEpXyIIKe, OOKOBOW M HIDKHEW CTEHKaX JIEBOTO xenymouka [3, 10].

CyImecTBYIOT pa3HOINIACHs U B OTHOIIEHHUH HO30JIOTMYECKOW CaMOCTOSTEIHHOCTH HEKOMIAKT-
HOTO MHOKapja JeBoro xeinynouka [2, 3]. Ciexyer im paccMarpuBaTh 3TOT (pEHOTHUN KaK M30JIU-
poBaHHYIO (OpPMY MM Kak CHHApoM? B menom kimHMYEcKas KapTHHA HEKOMIIAKTHOTO MHOKapJa
JICBOTO JKEJIyZI0UKa OTIMYACTCsl 3HAYMTEIbHOW BapuadeIbHOCTHIO — OT OECCUMIITOMHOTO JI0 JKHU3-
Heyrpoxaromux coctosanui [3, 10]. boapHBIEe MOIBEPIKEHBI PUCKY JEBO- WM MPAaBOXKETYIOUYKOBOH
HEI0CTATOYHOCTH, CUCTOIMYCCKOM MITH THACTOIMYCCKOM AUCHYHKIIUHI WiIK ¥ TOTO U apyroro [6,17].
CHMNOTOMBI CEpACYHOI HEeI0CTaTOYHOCTH SBISIOTCS HanOoyee pacripoCTPaHEHHBIMH, O KOTOPBIX
€0001Iar0T O0JIBHBIE, OHM MOTYT POBOLUPOBATHCS (PU3MUECKUMH yIPAKHEHUSIMHU HIIX MOTYT IIPO-
SIBIIATHCS M B cocTostHUH 110Kos [7, 10, 16, 17]. HabmromaeTcst BO3pacTHasi 3aBUCUMOCTB CPEAH 00JIb-
HBIX. Tak, y B3pOCIBIX HYallle BCTPEUAIOTCS KEITYyJOUKOBAst TaXUKapAus, ymnHeHne nateppana QT,
dbubpwsinus npencepaui, nonuas AB-6mokana [9, 17]. [ToatoMy cyTOuHOE MOHHTOPHUPOBAHHUE
OKTI" pexkoMeHyroTCs TAKMM OOJBHBIM B paMKax peryisipHoro obcienosanus [9]. [pyrumu omac-
HBIMU JJIs1 )KU3HU COCTOSIHUSIMH SIBJISTIOTCS] TPOMOOIMOOIMUECKHI CUHAPOM U BHE3aIHas cep/ieyHas
cmepts (BCC) [10, 17].

Hexoropble acneKThl Tepanuu SBIAIOTCS YHUKAJIbHBIMHU JJIsI HEKOMITAKTHOTO MHOKapZa JIEBOTO
Keyouka [15]. Borpocam 0 Ha3HaYeHMM aHTUKOATYJISTHTHOM Tepanuy ¥ 00 UMIUTaHTAIMH UMITIaH-
THUPYEMOTO KapAnoBepTepa-aeGpuopmuIaTopa peKOMEHIyeTCsl yACINTh 0c000e BHUMaHUEe. XOTs JHa-
THO3 «HEKOMITAaKTHBIN MHOKap/] JIEBOTO JKENyI0YKay HE ABISETCA MMOKa3aHUEM K IepOopabHON aHTH-
KOAryJISTHTHOM Teparuy, aHTHKOArYJITHTBl PEKOMEHAYIOTCS TIPH HAIMYUH (PUOPHIUISIIAN TIpeCcepIui
UJIH TPOMOOB TIOCIIE OLICHKH COCTOsHUs GonbHOro 1o mkane CHADS /CHA DS -Vasc [2, 9, 10]. Ilpu
HaJIMYUK TPOMOA WIIN JOKYMEHTUPOBAHHOW (PUOPMILISAILINHK TIPEACcepIrii aHTHKOATYJITHTHYIO TEPAITHIO
CIIeyeT Ha3HaYaTh He3aBUCMMO OT Gastos no mkane CHADS,/CHA, DS -Vasc [2]. [TockonbKy BHe-
3arHas cep/ieuHasl CMEPTh MOXKET ObITh MEPBBIM CHMIITOMOM 3a00JIEBaHMUS TIPH KapJHOMHUOIIATHUSIX,
oneHky pucka BCC HeoOXonmuMo IpoBOAMTH JaXe y MAlMeHTOB, OECCUMIITOMHBIX HA MOMEHT O0OHa-
Py’KEeHHUSI HEKOMIIAaKTHOTO MHOKap/a JieBoro kemynouka [2, 10, 14]. CornacHo pexomenaausM Epo-
MeCKOro o0mecTBa KapAMOJIOToB 110 TEPANHHU KEIyJOUKOBBIX HApyIIeHWH puTMa cepana u npodu-
JIAKTHKE BHE3AITHOW CEpAEYHON CMEPTH, pelIeHre 00 MMIUTAaHTALK KapAroBepTepa-aepuopuuIaTo-
pa y NalueHToB CTOUT MPUHUMATh Ha OCHOBAaHMH TSDKECTH JIMACTOINYECKON TUCHYHKIMH ¥ HATUYUS
YCTOWYMBBIX JKEITY/I0OYKOBBIX apUTMHUH C NCIIOIB30BAaHUEM KPUTEPHUEB IS AMIIATAMOHHON KapIHOMH-
omatuH [2, 10]. BoibHBIM ¢ TAXKEION CTENEHBIO CePIeUHON HEA0CTAaTOYHOCTH U KU3HEYT POIKAIOIIIUMHU
HapylIEHUMU PUTMAMU CEpALla PEKOMEHI0BaHA XUPyprudeckasl TaKTHKa JedeHus. MMeromuecs my-
OnMKaIK OCBEIIAIOT UMIUIAHTAIMIO NCKYCCTBEHHOTO JIEBOTO JKEITY/I0UKa, TPAHCIUIAHTALMIO CEpALa,
UMIIIaHTAINIO HCKYCCTBEHHOTO KapauoctTumyisitopa (OKC), yacTuuHyIo pe3eKuio TpabeKyIsipHOTo
CJIOSl MUOKap/ia M JICUeHHUe KIarmaHHo# matonoruu [2, 10, 14].

[Ipencrapnsiem Hamie kimHudeckoe Haomonerne HMJIK y manuenta monooro Bo3pacra. Y ma-
IIEHTA MOIy4YeHO NHPOPMUPOBAHHOE COINIACHE HA ITyOJIMKAINIO HCTOPUH OOJIC3HH.

Cayyaii u3 kJIMHNYecKkoii npakTuku. [Taipent B., 25 ner, caxa, 6bu1 rocnuranu3uposat B Pec-
nyonukaHckuil kapauococyauctsiii eHTp TAY PC (S) «Pecnybnukanckas 6ompanna Ne 1-Hanm-
oHaNbHBIN neHTp Meautuasl iM. M.E. Huxonaesa» (PKCLI), oTaenenne Xupypruaeckoro Je4eHuUs
CJIOKHBIX HapylIeHUi puTMa cepana B okTaope 2022 r. ¢ xanobamMu Ha MPUCTYIIBI HEPUTMUYHOTO
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YCKOPEHHOT'O WJTH 3aMEJJICHHOTO Cep/ILieOMeHNs], KOTOPBIE, KaK MPaBHJIIO, COMTPOBOXKAAIOTCS 4YyBCTBOM
CKaTHs Cep/lla, YaCTBIMHU T'OJIOBOKPY)KEHHAMH 0€3 Ma/IeHNs] U IOTEPH CO3HAHUS.

W3 anamuesa marmenTa: B 2015 — 2016 rr. cayxun B psaaax Poccuiickoit ApMun, MEAUIIMHCKYIO
xomuccHro npomren 6e3 3amedannid. C 2018 r. ciryxwun Ha Caxanune 1o koHTpakTy. B 2021 1. Bo Bpe-
Ms GU3MYECKUX YIPAKHEHUH Ha TypHUKE yIall, OTEPsUl CO3HAHNE — BIIEPBBIC BECHOH, 3aTEM JIETOM
JIGUWICS. B MEIUKO-CAaHUTAPHOM 4acTH BOGHHOTO FOCHUTANIA 10 OKOHUaHMs KoHTpakTa. B 2021 r. mo-
CJle OKOHYAHMS KOHTPAKTHOHN CITy’KOBI IPHCTYNHI K paboTe maxrepoM B I. HeproHrpw, T71e ero Hada-
JI1 OECTIOKOMTH MPUCTYIIBI HEPUTMHUYHOTO YCKOPEHHOTO MIIM 3aMEUICHHOTO CepALeOneHus1, TOJI0BO-
KpyXeHne. B xoH1e cenTsiopst ooparmiicsi B palloHHYI0 OOJIBHUILY 32 MEAMIIMHCKOHN ITOMOIIbI0, OBLIO
BBISIBJICHO HapyIICHUE TPEICePIHO-KETYI0UKOBOM MTPOBoANMOCTH B Bujie AV-6iokansr 1 crenenu.
Bruto nposeneno tenemenuiackoe koHcynbrupoBanue (TMK) ¢ PKCLI, mociie K0Toporo mpuHATO
pemieHne 00cIea0BaTh MAIMEHTa B YCIOBUAX CTannoHapa. HaciencTBeHHOCTh 1Mo cepledHo-cocy-
JIICTBIM 3a00JI€BaHHSIM OTSTOIIEHA: OTEIl yMEp B BO3pacTe 56 JIeT OT BHE3AITHOI OCTaHOBKH CepAla.
VY cubca (O6para) Takke HaOTIOMAIOTCS OONM B CEpAlle, HO OH HE 00cienoBaH. Y MaTepu caxapHBIN
nuabdet 2 tuna. BpenHble NpuBbIYKK: KypUT 4 — 5 curaper B JieHb.

AJIEeprosornyecKuii aHaMHe3 CIIOKOMHBIN. DMUAEeMHOIOrMUeCKUI aHaMHe3: KOHTAKThI ¢ allueH-
TaM# ¢ HHPEKIIMOHHBIMU 3a00JIEBAHUSIMU OTPHIIACT.

OOBEKTHBHBIN CTATYC MPH TOCHHUTAIN3ALMN: COCTOSHHE CpeiHel crerneHu TspkecTn. Co3HaHHe
sacuoe. Poct 162 cm, Bec 53 kr, UMT 20,02 kr/em”. SpO, 95 %. [TaruenT nponopuioHaibHOro Tenoc-
JIO)KEHHMsI, HOPMAJIHOTO NUTaHKs. KoXHbIEe ITOKPOBBI YHCTHIE, OOBIYHON OKPACKH, BUJMUMBIX OTEKOB
et YI/1 21 B muH. [Ipu cpaBHUTETHHON MEPKyCCHU HAJ 0OOOWMH JIETKUMHU SICHBIN JIETOUYHBIN 3BYK.
AyCKyJBTaTUBHO JIbIXaHHE BE3UKYJISIPHOE, XPUIIOB HET. bpouxohonust nmpoBonurcs paBHomepHo. O6-
JIaCTh CepJilla U MarkcTpajbHBIX COCYAOB 0e3 M3MEeHEHHMH. BepXylieuHblil TOTUOK onpenesnsercs B
V Mexpebepne o JIeBOH CPEeIMHHO-KIFOUNTHON JTMHUH, JTOKATH30BaHHbIH, HOPMaIbHOH cHtbl. OT-
HOCHTEJbHAS U a0COTIOTHASI TPAHMIIBI CEp/Ilia He paciiupeHbl. TOHBI cep/iia pUTMUYHBIE, OCJIA0ICHBI.
YCC 99 B muH. [Tynsc 99 B MuH ynoBiaeTBopuTenbHBIX KadecTB AJl dex=sin 120/80 MM pt cT. S3bIK
BJIQXKHBIN, OOJIOXKEH Y KOpHs OenbiM HaneToM. JKMBOT CUMMETPUYHBIA YYacTBYeT B aKTe JbIXaHMSI,
TIPY TIOBEPXHOCTHOW ¥ TITyOOKOI MasibIaliiy MATKUH, Oe300me3HeHHbIH. [leueHs u cenezeHka He yBe-
JIMYCHBI, IPY TaJbIANU Kpail meueHn 06e360se3HeHHbIH. Co CIIOB MaIeHTa MOUCHCITYCKaHNE U CTYI
peryisipuble, 6e30one3nennble. Ll uroBuanas sxene3a He yBennueHa. O4aroBOW HEBPOJIOIMYECKOMH
CHUMITTOMATHKH HET.

PesynbTarsl MpoBeIeHHBIX 1a00PaTOPHO-MHCTPYMEHTANBHBIX UCCIIECIOBAHHM:

* Ha cepun OKI" peructpupyroTcs CHHycOBasi apUTMUsI/CHHYCOBast OpaiuKapusi, deKTpHIecKast
0CBh Cep/Iia HopMaibHas, MO3UINS BePTHKAIbHAS, HAPYIIIEHUE MTPOIIECCOB PETIONIAPH3ANN MUOKap/a.

* XM-OKTI': Putm cunycossiid. Cpegnecyrounas YCC 72 yn/mun. Munumansnas YCC 43 yu/muH,
MakcumanbHags YCC 144 yn/mun. [Ipencepanas sKTonmdeckas akTHBHOCTD MPEICTAaBICHA SAMHNY-
HBIMHU, OUHOYHBIMU, PUTMUPOBAHHBIMHU 110 TUILY TPU-KBAJPUTE€MUHUH IKCTPACUCTONAMU. DMU30/bI
ay3bl, MakcuMaibHO 2372 Mc, oOycrnoBineHHbIe HenomHoW AB 6mokazoit 11 crenenn, | Tuma.

* 3akmoueHue Beaospromerpun: Mexomrnoe AJl 90/70 mm pr ct. MakcumansHast UYCC 105 B MmuH
(54 % ot MakcMMaJIbHO MPOTHO3HMpYeMoro). JlanHble U3 mMpoToKona: mpoba HezaBepieHHas (54 %)
— BO BpeMs Pa3MHUHKH BO3HMKIIH ’KaJI0OBbl HA HEXBAaTKy BO3yXa, TOTEMHEHHE B IN1a3ax, OOIIYIO cia-
060cTh. OOBEKTUBHO OTMEYAKOTCS OJIBINIKA, OJEIHOCTh KOKHBIX MOKpoBoB. Peakius AJl, YCC no-
CTOBEPHOI OIleHKe He ToANIeKuT. VicxomHo u Bo BpeMs Harpy3ku Ha DKI' cunycoas aputmus ¢ YUCC
88 — 100 yn/mun. Hapyiienus mpoBomgumMocTtd He HHIynupoBadbl. Bocctanonienue AJl, UYCC Ha 3-it
MHUHYTE.

* Upecnumieoguast IxoKI (UIT DxoKI'): HesnauurenpHOE MpojadUpoOBaHKUE MEPEIHEH CTBOP-
xu MK. IMonoctu cepana He pacumpensl. TolnHa CTEHOK cepila He U3MeHeHa. Jluacronuueckas
¢yuxuus JOK ve Hapymena. Hapymennii 10kaabHOM COKpaTUMOCTH MHOKapa HeT. [ mobansHas co-
kparumoctb Muokapaa JIXK camkena, @B 39 %. YnapHslii 00beM COXpaHEeH.
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¢ [Iporokonr MPT cepmama: obOpalaeT BHUMaHHE YBEIMYCHUE HCKOMITAKTHOTO, TPAOCKYISIPHOTO
ciost JK B obmacty Bepxymmku 1 60koBo# cTeHkH 10 10 Mm. [Ipu 3ToM TONIIIHA IIIIOTHOTO, KOMITaKT-
HOTO cy1ost cocTaBngeT 4 MMm. OTMeuaeTcs 3aTeK KOHTPACTHOTO Ipenapara B PaCIIMPEHHBIX MEXKTpa-
Oexymsapubix npoctpanctsax JUK. BepositHo, nmeer mecto HekomnakTHbIA Muokapsa JOK. Pekomen-
JlyeTcs KapANOT€HETHIECKOE HCCIIEIOBAaHHE.

Puc. 1. MPT cepana. [ToBeimrennas TpabeKyIsIpHOCTS MHOKap/ia JIEBOTO JKeITy/jouka (yKa3aHa CTPEIKAMH)

C nuddepeHnnanbHO-TMarHOCTUIESCKON TICITBI0 TIPOBE/ICHBI:

* O0I': maronoruyeckre N3MEHEHHs ONOIEKTPUUECKON aKTUBHOCTH TOJIOBHOTO MO3Ta HE OBbUIN
BBISIBJICHBI, 04aroBOM, AMMIenTU(HOPMHON aKTUBHOCTH HE OBbLIM 3apPEruCTPHUPOBAHBI.

* OIJIC: lyoneHo-racTpalibHbIH peuriokc. DpuTeMaro3Hasi racTpomnaTHs.

*Y3U OFBII: YinoTHeHHE CHHYCOB 00CHX TOYCK.

Koncynpranus reneruka: [Tpencepano-xkenynouxonas 61okana 2 crenenu. Henonnast AB-6nokana
2 crenenn, Mobutn 2. Cuaapom MAC ot 2021 1. Yactsie sxBuBaneHTsl MAC. CuHycOBasi apUTMUSI.
CPPX. Iponanc nepenueit ctBopku MK, muanmansHas. Ocnoxkaerue: XCH 1. PekomengoBano nosn-
HOT€HOMHOE CeKBeHMpoBaHue yepe3 bD «I'eHoM Xu3Hm».

Beimrcka 0buta HanpariieHa B ®I'BY «Cesepo-3anaanblii GpeaepanbHblii MEAUITUHCKHI HCCIIET0-
BareJIbCKUH LeHTp UM. B.A. AnmazoBay M3 P® 1. Cankr- [letepOypra aist onpenesieHus qaabHemen
TAaKTHKW BEICHWS U JICUCHHS MAlMeHTa. bpula pekoMeH10BaHa MMIUIAHTALHS TOCTOSTHHOTO 3JIEKTPO-
kapauoctumyistopa (OKC).

19.10.2022 r. mmmmaaTupoBad OKC B sHIoKapanamsHOM BapuaHte Vitatron E60DR, smexTpossr
Vitatron ICM.

Beimmiican ¢ yiydmnieHreM cocTossHus. beimn TaHbl peKkoMeH1any o MoAM(UKanuK 00pasa KH3HH.

O6cyxnenne

MBI npeAcTaBUIIN KIMHUYECKUH Cilyyall manuenTa 25 JeT ¢ KIMHUYECKUM JUarHo30M:

OcHoBHOe 3a00neBaHme: HekoMmakTHEI MUOKap/] JIEBOTO XKeTyAouka. TpaH3UTOpHAsS HETOIHAs
AB-6noxana II crenenn, Mobutry 1. CynpaBeHTpUKY/IsIpHas aJUIOPUTMHUS 110 TUITY TPHU- U KBaJApH-
remuand. Ummmanranus DKC B sHmokapanansHoM BapuanTe Vitatron E60DR, anexrponst Vitatron
ICM ot 19.10.2022 1.

donosoe 3abo0neBanue: [Iponarnc nepeaneit crBopkn MK 1 ct.

Ocnoxuenns: XCH IIA cramun no Crpaxecko-Bacunenko, ¢ Hu3koil ¢paknueit Beiopoca 39 %.
[T ®K NYHA. DkBuBasieHTsI 1 311307161 cuaapoma MAC.
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ComyrcTByronpe 3a0oeBaHus: XPOHUYECKUH TyOymonHTepcTinnanbibiii Hegpur, XBIT Cl.
JyoneHo-racTpalbHBIN peduIroKc.

AHanM3 KIMHUYECKOTO TedeHUs 3a00J1eBaHMsl MMOATBEPKIACT CXOACTBO KIMHHYECKHX IPOsIBIIE-
HUH, XapaKTEepPHBIX JUIl HEKOMIIAKTHOTO MHOKap/a, KOTOpbIe MPOBONMPYIOTCS Y TalieHTa (Gusnde-
CKUMM Harpy3KaMu U MaHU(ECTUPYIOTCS apUTMUYECKUM CHHIPOMOM c smu3onamMu MAC, creHokap-
JTCH HAIIPSDKCHHUS, CePIICYHON HEJ0CTAaTOYHOCThIO C HU3KOM (hpakiueit BeiOpoca. [IpocnexuBaercs u
BO3pacTHasl 3aBHCUMOCTh, AB-0110kasia, BCTpedaromasicst IpeMMyIIECTBEHHO Y B3POCIbBIX, MPOSBUB-
LIAsICSl CHHKOITaJIbHBIM COCTOSIHUEM BO BpeMsi (PM3MUECKOro ycuiusi. Takke y maiueHTa BbIsSBICHA
KJIallaHHAs [aToJIOTHsI B BUAE nposarca MurpansHoro kinamaHa (IIMK) 1 crenenn 6e3 mutpanbHOM
peryprurtanuy, oOyCIOBICHHAs MHOKCCTBEHHBIMH TEHETHYECKHMMM HapyIIeHusMH. B Hacrosmee
BpeMs JIoKa3zaHa BeyIas pouns B naroreHese [IMK urpaer Hapymenne peryiasiuuu TpaHchopMHupyIo-
mrero ¢axropa pocrta 6eta (TGF-f. Takum 06pa3zomM, MOKHO OTMETUTH cMemaHHbIi penorun HMJIDK
y AAaHHOTO MarueHTa. MIHTepecHO! HaxOaKOM SABISIETCS OTCYTCTBUE AAHHBIX 32 HEKOMITAKTHBIA MUO-
xapn JOK mo pesymsratam TT Oxo-KI. JlaHHas rTHTIOANAarHOCTHKA, BO3MOXKHO, OOBSICHSCTCS HHIHBH-
JyaJIbHBIMHA OCOOEHHOCTSIMH OOJIBHOTO, YTO 3aTPYAHMIIO BU3yaiu3anuto npu nposenernu TT Dxo-KI.
OnHako 1o pe3ynbraraM MarHUTHO-PE30HAHCHOW ToMorpaduy OblIa BBISIBIICHA KITAaCCHYECKast KapTH-
Ha HEKOMIIAKTHOTO MHOKap/ia ¢ HapyIIEHHEM KOMIIAKTU3alnuH Iy0uaToro cjios B 00JIacTH BEPXYIIKH U
OOKOBOI CTEHKH, 4TO MOCITYKWJIO OCHOBAHUEM JJISl IOCTAHOBKH JIMarHo3a. TakxKe MOATBePKICHUEM
MIOCTABJICHHOTO MArHO3a SBISETCS YITyUIICHNE COCTOSHIA 00bHOTO ociie nmiutanTannu DKC.

B To ke BpeMsi uccienoBaHUE MMEET PsiJi OrpaHu4eHHuid. Bo-mepBbIX, ManueHTy He ObUIO Mpo-
BE/ICHO MOJICKYJISIPHO-TeHETHYECKOE HCCIIEA0BAHNE, HECMOTPSl HAa KOHCYJIBTALMIO Bpavya-TeHETHKA,
YTO CO3AAET 3HAYUTEIBHBIC TPYAHOCTH IS OTIPEICIICHHS CyIECTBOBAHHSI TeHETHUECKON OCHOBHI He-
KOMITAaKTHOTO MHOKapna. OTCyTCTBHE JAHHBIX O IPUPOJE 3a00JICBAHUS MOXKET 3aTPYIHUTh TOYHYIO
NAEHTH(UKALNIO TATOTeHe3a 1 MEXaHI3MOB Pa3BUTHS JAHHOTO 3a00JICBAHMS, B YACTHOCTH CEMEHHOM
(opMbl. AHAMHECTHYECKH BBISICHEHA OTSTOLICHHAs HACJIEACTBEHHOCTh 110 CEPACYHO-COCYIUCTOH Ia-
TOJIOTUH: OTEI] yMEp OT BHE3AIHOM OCTAHOBKHM CEpIIla, pOAHOro Opara OGecrokosT 6omu B o0mactu
cepaua. Bo-BTopbIX, caM ManueHT U ero Opar MpoKUBAIOT B OTJAJICHHOW CENbCKOM MECTHOCTH, I/e
JIOJDKHBI TIOJTy4YaTh HaOmoieHue u tedeHue. [1o jaHHbIM Bpada-KapAnoaora paifoHHON OOJIBHUIIBI, HE
COCTOSIT Ha AUCIAHCEPHOM ydere. II0CKOoNbKy B IMTEpaTypHBIX JaHHBIX OTMEUACTCS BAPbUPOBAHUE
HEKOMIIAKTHOIO MHOKapjia BHYTPH CEMbH, BCE POACTBEHHUKH MEPBOr0 MOKOJEHUS JTOKHBI IPONTH
CKpUHHHTOBOE obcienoBanue ¢ mposenearneM JKI-nccnenoBanms, TT DxoKT, Omaromaps yemy mo-
T'yT ObITH OOHAPY>KEHBI OOJIbHBIE CPEM OECCHUMIITOMHBIX POJIICTBEHHUKOB, HE HCKJII04ast (pakT mo3aHe-
IO BOSHUKHOBEHUS aTosioruy. [103ToMy TaknMm nanmeHTaM peKoMeH IyeTcs THHaMHIecKoe Haomozie-
HUE B CIICIMAIN3UPOBAHHBIX IIEHTPAX ISl TOTO, YTOOBI 00ECTIeUUTh HHMBUAYaIbHOE INIAHUPOBAHUE
JIEUEHMs] ¥ OLEHKY PUCKa sl OCTaJIbHBIX WIEHOB CEMbU. B HalleM ciydae MOJIEKYISIpHO-T€HETHYe-
CKOE€ HCCJIEZIOBaHNE HE OBIIIO MPOBEAEHO N3-3a OTPAaHUIEHHOCTH OIO/KETA, OOBITHO OHO ITPUOPUTETHO
MIPOBOJUTCSA Yy A€Tel, a He y B3POCIIBIX.

3akJiioueHune

B nanHOM uccie0BaHnM ObUIM PACCMOTPEHBI KaK MOITBEP)KACHHbIE (DaKThl, TAK U HEONPEAeIEH-
HBIE, OTHOCSIIUECS K (EHOTHITNIECKUM 0COOCHHOCTSIM Upe3MEpHON TpaOeKy ISIINH U €€ CBS3HU C Kap-
JMOMUOTIATUSIMU, TaKXkKe ObUTH IOJMEUEHbI ¥ HEJOCTAaTKN B COBPEMEHHOM ITOHUMAHUH KIMHUYECKOH
BaXXHOCTH JaHHOU nartonoruu. Kpome Toro, 3THOIOTHs U IaTOr€He3 HEKOMIIAKTHOTO MUOKapa TaKkxke
OCTalOTCA HEAOCTATOUHO HCCIEOBAaHHBIMU. UpesmepHas TpaOeKyssiusl 4acTo BBISBISIETCS IIPU Ha-
JIMYUH IPU3HAKOB MATOJIOTUHU CEPJCYHON MBIIIIBI, HO TAKXKE MOXKET ObITh HOPMAJIBbHBIM (DH3HOJIOTH-
YECKHUM aJIallTHBHBIM U3MEHEHNEM U Pa3BUBATHCS KaK 00paTHMBIN mporiecc. MOXXHO MPEAONI0XKHTS,
YTO HEKOMITAKTHBIH MHOKAP/I SIBJISETCS HE OTJCIbHON OPMOH, a 00IIUM (PEHOTHIIOM, TPUCYIIIUM JIJIsI
Pa3IMYHBIX TEHETHUECKUX KOHTEKCTOB.

Vcionb30BaHNE COBPEMEHHBIX METOJOB BHU3yalIM3alM{ U AETAIbHOE T€HETHUECKOE MCCIIEI0Ba-
HHUE MOXET YITy4IIUTh TOYHOCTh JUATHOCTUKHU JAHHOW MATOJIOTUH, a TAKIKE PA3bACHUTH MEXaHU3MBI
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pas3BuTHs dTOW marojoruu. KilmHu4eckas kapTHHA HEKOMIIAKTHOTO MHOKap/a reTeporeHHa: 3abose-
BaHHE MOXKET MPOTEKaTh 0e3 CHMITOMOB WJIM BBI3BIBATH CEPICYHYIO HEIOCTATOYHOCTH, BHE3AIHYIO
cMepTh U TpoMO03bl. Crienupryeckoil Tepanuu He CYIIECTBYET, U JICYEHHE 3aBUCHT OT KIMHUYECKHX
MPOSIBIICHUI.

B cBs13u ¢ HU3KOM YacTOTOI BCTPEUaeMOCTH HEKOMIIAKTHOTO MHOKap/a JIEBOTO KeJTy/10uKa TpeOyeT-
csl cozianne 0asbl JJaHHBIX JUTS OLEHKH (D(EeKTUBHOCTH IMarHOCTHYECKUX KPUTEPHEB, TOUHOW OIIEHKH
KIIMHUYIECKUX PE3yNBTAaTOB M ONPECICHNS CTPATETHHN JICUCHNS TTAMEHTOB C JAHHOW TTaTOIOTHEH.
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