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CUHAPOM HEKOMMAKTHOro MMOKapAa NeBoro Xenyaodka
y COpTCMEHa: KJIMHNYeCKUN Crly4Yan ¢ BHe3anHou

MaHudecTauuen

ApakensHuy A.A.', Mopo3oBsa T.E.', 3agoa A.H.2*, icHeBa A.C.2, dununenko M.b.2,
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MwuH3pgpaBa Poccum (CeveHoBckni YHMBepcuTeT), MockBa, Poccms
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HekoMnakTHbIM MyoKapa nesoro xenynodka (HMITXK) — pefkuin reHeTndeckn feTePMUHUPOBAHHDBIA (DEHOMEH, CBA3aHHBINA C HapyLUeHVieM KOMMaKTU3aumm Mu-
oKapfia ¥ PUCKOM Pa3BUTKS XPOHWUYECKON CepaeyHoM HefoctatoqHoCTV (XCH), Xenymo4ukoBbix apuTMui 1 TpoMOoaMOboNuiA. NpeacTasneH ciydan 26-neTHero
npocheccnoHanbHoro bokcepa, paHee cHMTaBLLerocs cebs 3LopoBbIM, Y KOTOPOro NOcse NepeHecéHHON HOBOV KOPOHABUPYCHOW MH(EKLLMM BO3HWKIAW OTeKM, Npo-
rpeccupyioLLas oAblLIKa 1 CUHKOME C rocnmTanm3aLmen. Ixokapanorpadus BbIBIUNa AUNaTaLmio Kamep, rneptpabekynspHOCTb CTEHKM NeBoro xenypoyka (J1X),
OTHOLLIEHVE HEKOMMAKTHOrO/KOMMAKTHOTO Cloes > 2 1 dpakumio Bbidpoca JK (DB J1X) 21-28%. MarHuTHo-pe3oHaHcHas Tomorpacums (MPT) ¢ KOHTpacTvipoBa-
HveM noaTtsepamna HMITX (Macca HekomnakTHoro Muokapaa 23% no A. Jacquier v CoaBT.) v npyv3Haky drbpo3a. HazHayeHb! ka-
npotepaniis XCH, AypeTvku 1 prBapokcabaH; TPOMOOIMOONMHECKUX CODbITUI He 3aperncTppoBaHo. Ha onTMansHoM Tepanim
®B JIK nosbicunach [o 44 % k Hosbpio 2025 1., CUMNTOMBI CyLLIECTBEHHO PErPECCPOBaNU, NaLWMIEHT BEPHYCS K NIOOUTENBCKMM Tpe-
HupoBkaM. Cry4an BbisiBneHus cviapoma HMITX y cnoptcMeHa 0cobeHHO MHTepeceH 13-3a COXHOCTU AnddepeHLmaLmm Mexay E 1 E
bYI3MONOrHecKor runepTpotyren «CNOPTUBHOTO CEPALA» 1 YPe3IMEPHON TpabeKynsLMEN N HEKOMMAKTHOCTbIO MOKapAa NEBOMO a

Xenynoyka. VIHTeHCMBHbIE TPEHVMPOBKYM, BEPOSTHEE BCero, CnocobcTBoBany (yHKLUMOHaNbHOM Ae3aaantaumnmn JIK, a neperHeceHHas -
BMPYCHaA MHMEKLMA MOra NOCAYXMNTb MYCKOBbIM (HakTOPOM B MOP(ONOrMyecky M3MeHeHHOM cepLe NocnedyloLero nepexoaa
B KapPAMOMWMONATMIO Ha (hOHE reHeTYeCKoV NPeaPacrnonoXeHHOCTU. E

KnioyeBble C1I0Ba: HEKOMNAKTHBIN MUOKAPL, NEBOr0 Xenyaoyka, KaparoM1monatus, XpoHuyeckas cep- (CQ BY 4.0
[ie4Hast HeAOCTaTOYHOCTb, 3XOKApPAVorpadusi, MarHUTHO-pe30HaHCHas ToMorpadus, anddepeHLmanb-
Has AMarHocT1ka, KBagpoTepanus, TpabekynapHOCTb, ONTUMasbHas MeavkKaMeHTO3Has Tepanws.
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Left ventricular non-compaction in an athlete: a clinical case with sudden manifestation
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Left ventricular non-compaction cardiomyopathy is a rare genetically determined phenomenon associated with impaired myocardial compaction and the risk
of developing chronic heart failure, ventricular arrhythmias, and thromboembolism. This report presents the case of a 26-year-old professional boxer, previously
considered healthy, who developed edema, progressive dyspnea, and syncope after COVID-19, leading to hospitalisation. Echocardiography revealed chamber
dilation, left ventricular wall hypertrabeculation, a noncompacted-to-compacted layer ratio greater than two to one, and a left ventricular ejection fraction of 21 to
28 percent. Contrast-enhanced magnetic resonance imaging confirmed left ventricular noncompaction cardiomyopathy (noncompacted myocardial mass of 23%
according to the A. Jacquier et al. criterion) and signs of fibrosis. Treatment was initiated with quadruple therapy for chronic heart failure, diuretics, and rivaroxaban;
no thromboembolic events were recorded. On optimal therapy, the left ventricular ejection fraction improved to 44% by November 2025, symptoms significantly
regressed, and the patient returned to non-professional training. The case of detecting left ventricular non-compaction syndrome in an athlete is particularly interesting
due to the complexity of differentiating between the physiological hypertrophy of an "athlete’s heart" and the excessive trabeculation and non-compaction of the left
ventricular myocardium seen in left ventricle non’compaction. Intense training most likely contributed to the functional maladaptation of the left ventricle, and a prior
viral infection may have served as a triggering factor in a morphologically altered heart, leading to the subsequent transition to cardiomyopathy against a background
of genetic predisposition.

Keywords: left ventricular non-compaction, cardiomyopathy, chronic heart failure, echocardiography, magnetic resonance imaging, differential diagnosis, quadruple
therapy, trabeculation, optimal medical therapy.
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BeBepgeHue

CMHOPOM HEKOMMAKTHOMO MOKAPAA TIEBOMO XXenyaoy-
ka (HMJTXK) (130nm1poBaHHas HEKOMMNAKTHOCTb NIEBOro
xenynouka (JIK), rybyatas kapavomuonaTis, rineprpa-
BekynspHocTb JIK) — penkoe reHeTndecku obycnosneH-
Hoe 3aboneBaHWe, pa3BMBaloLLEeCs B pe3yfkraTte Hapy-
LeHmsa npoLLecca KOMMNakTM3aLUmMm MmMokapaa. 3To CocTo-
fHME XapaKTepu3yeTcs NOBbILLEHHOW TPabeKynsapHOCTbIO
Muokapaa JIK ¢ hopMmUpoBaHMeEM LLIMPOKMX U FNYyOOKMX
MeXTpabeKyNsPHbIX NPOCTPAHCTB 1 MOCTENEHHO Nporpec-
CUPYIOLWNM CHUXEHMEM COKPATUTENBHOW CMOCOOHOCTY
JIK. Knaccndeckas knnHUyeckas KapTiiHa BKIKOYaET TpuU-
afly CMMNTOMOB: CepAeYHYI0 He[OCTaTO4HOCTb, XKeyao4-
KOBblE aPUTMUN U CUCTEMHbIe Smbonumn [1].

PacnpoctpaHeHHocTb cnHaopomMa HMJTK po koHua
He onpeaeneHa, No AaHHbIM 3xokapamorpadun (xoKr)
yactoTa BcTpedaemoct HMJTXK konebnetcs B npene-
nax 0,014-1,3%, ogHako, y4uTbiBas npobnemy rmmno-
1 runepanarHoctnkm HMJTXK, 311 faHHble HOCAT BeCbMa
CropHbIn xapakTep [1].

Cratyc HMJIX cerogHs AO KOHLA He YCTaHOBJIEH,
B COBPEMEHHbIX Knaccudmkaumax CyLecTByloT pas-
Hornacms. Tak, COrnacHO NocefHVM pekoMeHOaLM-
aM EBponerickoro obuiectBa kapanonoros (European
Society of Cardiology, ESC) no kapauomuonatuam
2023 r. [2], HMJTX paccmaTprBaeTcs He Kak cCamMoCTos-
TeNbHas HO30/10rMs, a kKak Mopdonorm4yecknn eHoTun,
KOTOPbIN MOXET BCTPEYaTbCA MPU Pa3fNMYHbIX reHeTuYe-
CKMX Kapauvomuonatusax (Hanpumep, AunatauyMoHHON,
rMnepTpon4eckon, PecTpUKTUBHOM, apUTMOreHHOM),
YTO ABMAETCS KMOYEBLIM M3MEHEHWEM B Mapagurme.
B 10 >Xe BpeMs AMeprKaHCKasd Kapamonormdeckas acco-
umauma (American Heart Association, AHA) no-npexHe-
MY BbIZENSieT ero Kak OTAeNbHYI0 CAMOCTOATENbHYIO (hop-
MY FreHeTUYeCKN AeTEPMUHUPOBAHHbBIX KAPAMOMMONATAN
(KMTMT) [3]. B knaccndmkaumm MOGE(S), npeaycmatpu-
BatoLLlen OYKBEHHO-KOJIOBOE OMUCaHMe M3BECTHbIX Kap-
OnomMmonaTtim, cyulectsyet pasaenenne HMJTX Ha de-
HoTMMbl: HMJTXK ¢ coxpaHHoM cnctonnyeckon dyHKLMEN
0e3 gunataumun, HMJTX ¢ gunatupoBaHHbIiM JIXK 1 co-
KpaTutenbHon amncdyHkumnen, HMJTIX ¢ runeptpodu-
en JIK, HMJTX ¢ pectprkTnBHbIM dheHoTMnoM 1 HMIJTX
B COYeTaHUM C apuTMoreHHon KMIT npaBoro xenymnoy-
ka (M>X) [4]. |. van Waning 1 coaBT. AN HOPMUPOBaHNS
CUCTEMHOrO aHanmsa pasgenunu HMJTXK Ha 4 nogTmna:
nsonmpoBaHHas HMJTK, runeptpoduryecknit noatmn
HMJTX, amnnaTtaumoHHbln noatmn HMJTK 1 cmellaHHbIN
BapuaHT HMJTX [5].

CuHapom HMJTXK Yacto obHapy»KMBaeTcs npu BpoX-
OEHHbIX 3aboneBaHNAX Pa3nUYHOM reHeTu4Yeckom npu-
pPOAbl: MUTOXOHZPUANbHbIX DONE3HSX, MOHOTEHHOW CUH-
OpomanbHow natonornm (cuHapombsl AnbnopTa, HyHaH),
XPOMOCOMHbIX HapyLleHUsX (cuHapoM aeneunu 1p36
1N ap.), Npy BPOXAEHHbIX Mopokax cepAaua [6].

B HacTodLlee BpeMa BbIAENSIOT ABe NaToMU3N0I0r-
Yyeckue Teopunm passutng HMJXK. MNepsad cBA3aHa C He-
coBepLUeHHbIM 3MOproreHe3oM — K3BeCTHO bonblioe

YMCIO reHOB, KOHTPOMMPYIOLLMX 3MOpUoreHes cepaua,
cpeny HUX reHbl, KOAMPYIOLLME CApKOMEpPHbIe, CTPYKTYpP-
Hble 1 perynaTopHble HGenku, B pesynsrate Yero npomc-
XOAMUT HapyLUeHMe YNNOTHEeHNS MUOKapAMalbHbIX BOMO-
KOH 1 (hopMMPYEeTCH OABYCNONHAA CTPYKTYpa M1oKapaa:
TOHKMIA KOMMAKTHbIN CIIOM U 0ObeMHbIA HEKOMMAKT-
HbI CNTOW C BblpaxkeHHoW Tpabekynsaumer u rmyoboknmm
MEXTPabeKynapHbIMU NONOCTAMKM, COODLLALWMMANCS
C NONOCTLIO XeNyaoHKa.

BTopas, «HeambproHalbHas» Teopus paccMaTpuBa-
€T HEKOMMAKTHbIA MUOKapA, Kak nposiBieHne MyHKLMO-
HanbHOW Ae3adanTauMm, BO3MOXHbIA 3Tan B pPa3BUTAM
KapOuoMMonaTun. 3Ta rmMnoTesa NogkpensseTca akra-
MK 0BHapykeHus HMJTX y B3pocnbix NaLMeHToB, y Ko-
TOpbIX B xofe npefLectyomx IxoKl nccneqoBaHnm
CTPYKTYPHbIX aHOMaNMN MUOKApPAA BbISBIEHO He Oblino.
B nonb3y gaHHoOW natodu3nonorn4yeckon Teopum Tak-
Xe CBWAETENbCTBYET perpecc runeprpabekynapHoCTy
Ha POHe NPOBOAVMOIO NIeHEeHNS.

[narHocTka CTpouTCs Ha KpUTepmsax BU3yanmsaumm
cepaua U KIMHMYECKOW KapTuHe, C OTpaxeHneM heHo-
TUNMYECKOrO MPOSIBNIEHMA aHOMAbHOW KOMMakKTU3aumm
Mmokapa. KnnHudeckas kaptiHa cnHapoma HMJXK He-
cneunduryHa. MaBHbIMU KIMHUYECKVIMW NPOSBAEHNS-
MUK SIBASIOTCA Mporpeccupylollas cepeyHas HefocTta-
TOYHOCTb, HapyLUeHWa pUTMa CcepaLia Yallle B BUIE Xeny-
[LO4KOBBIX apUTMUIA, YTO ONpedensieT NOBbILLEHHbIA PUCK
BHe3amnHowW cepaeyHon CMepTu, 1 TPOMOO3IMOONNYECKII
CMHOPOM Ha dhoHe rMyboKnx MexXTpabekynapHbIX Npo-
CTPaHCTB W CHUXXEHMS HaCOCHOW dyHKUMK cepaua [7].

OXoKI' M MarHWTHO-pe3oHaHCHad ToMorpadus
(MPT) cepaua ABNATCA KNOYEBLIMM MeTOAaMK Ava-
rHOCTUKM [8].

PaHHsA AMarHOCT1Ka BaxkHa AN ctpatmdmkaumm pu-
CKa, NNaHMPOBaHNS NevYeHUs 1 CBOEBPEMEHHOrO NpoBe-
LEeHUSs reHeTNYeCKoro KOHCYNETMPOBAHNS.

JleyeHne naymeHToB ¢ HMJIX HanpaBneHo Ha yiyu-
LeHne yHKLMN cephua, NpodunakTuky TpoMoboamMoo-
NNYECKNX OCNOXHEHWNI U KOHTPOMb HapyLUeHW pUTMa,
Npy HeobXoAMMOCTY, peLleHme Bonpoca 06 MMMnaHTa-
Lnn kapanosepTepa-gedhunbpunnatopa (MKI) ona npe-
[OOTBpALLIEHMS BHE3AMHOW cepaiedHon cMepTu [8].

B HacTofLEen CTaTbe NpeacTaBneH KIMHUYeCKUIA Cy-
Yal naumeHTa, y KOTOPOro Moc/e NepeHeceHHoW HOBOW
KOPOHaBUPYCHOM MHMEKUMN MaHNEeCTUPOBan CUH-
apoM HMJTXK, OCNOXHEHHbIN TAXEN0N XPOHUYECKOW
cepae4Hon HegoCTaTO4HOCTbIO.

OnuncaHune cnyyas

MNayneHT H., 26 net, npoxogun ctalMoHapHoe neye-
HVe B KapaMONormyeckoM OTAeNeHUn B CBA3W C XKano-
©aMK Ha HapacTaloLLyio ofbILLKY MK HeGonbLLNX hU3n-
YeckMX Harpyskax, oTeku HUXHUX KoHeYHocTen, oblLyio
cnaboCTb 1 YTOMIAEMOCTb.

I3 aHaMHe3a XU3HW MU3BECTHO, YTO NaUMeHT ¢ 7 neT
npodeccruoHanbHO 3aHMManNcs ennHobopcTBaMu,
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B 2018 . nony4mn CNOpPTUBHbIM pa3psf KaHauaata
B MacTepa crnopTa no 6okcy. PerynspHo npoxonunn me-
OVLMHCKME KOMUCCUM MO SOMYCKY K COPEBHOBAHMAM,
BKJt0Has nposefeHune akcnepTHon IxoKTl, natonorum
CO CTOPOHbI CeEPAEYHO-COCYAUCTON CUCTEMbI BbisiBIE-
HO He ObIno. HacneacTBEHHOCTL OTAroLLEHa NO cephey-
HO-COCYAMCTbIM 3ab0NeBaHMUAM: Y MaTeEPU TMNePTOHN-
yeckas ©onesHb, NoBbllIeHHaa TpabekynapHocTb JIK
no gaHHbIM IxoKl 1 MPT, y oefyWwKy co CTOPOHbI Ma-
Tepw B Bo3pacte 70 neT Obina BbisiBNeHa AMNaTaLnoH-
Has KMTI, npusHakm HMJ1X no gaHHbIM 9x0KT nccne-
0OBaHWK, yMep B Bo3pacTe 82 neT B pe3yfbrate 0CTPOro
MHpapKTa M1oKapaa.

o oceHn 2022 . naumeHT cymTan cebs 30,0pOBbIM,
oHaKo 3MnmM3oamyeckn Gecnokounu nepedoun B pabote
cepaua, «nokanblBaHWS» 3a FPyAMHOM, MO MOBOAY Yero
K Bpadam He obpaliancs. B oktabpe 2022 r. nocrne ne-
peHeCceHHOM HOBOM KOPOHABUPYCHOM UHMEKLMM CTanu
0eCcnoKouUTb OTEKM HUXKHUX KOHEYHOCTEN 1 NOCTENEHHO
NporpeccupyioLLias ogpllika npu GU3MYeCcKX Harpyskax.
B Hoabpe 2022 r. BO BpeMs MefeHHOW Xoab0bl Ha ynn-
Lie noTepan Co3HaHue, B CBA3WM C HYeM C KIMHUYECKUMMU
NPOSIBNEHUAMWN OCTPOWN CepAEeYHOM HegOoCTaTOYHOCTH
Oblf1 3KCTPEHHO rOCMUTANM3NPOBAH B OTAENEHNE peaHu-
MaLMW 1N MHTEHCUBHOW Tepanuu cTalMoHapa r. nmcTa.

Mpw rocnutanmsaumm No gaHHbIM IXOKI: BblpaxeH-
Haf Ounatauma Kamep cepiua M CHUXeHne dpakLmn
BblOpoca (PB) /1K go 21%, HepocTtaTo4HOCTb MUTParb-
HOro KJanaHa 2-3 creneHu, TPUKYCNOanbHOro Kfana-
Ha 2-3 creneHwn. Mo gaHHbiM MPT cepfla C KOHTpacTn-
poBaHvem: npmsHakn HMJIX. YpoBeHb C-peakTMBHOIO
Oernka, TMPeOTPOMHOro ropMoHa — B npefenax pede-
PEHCHbIX 3Ha4YeHWKW. HavaTta Tepanus BancaptaHom/ca-
KyOUTPUIOM, CMIMPOHONAKTOHOM, TOpaceMnaoM, pmBa-
pokcabaHoMm, nBabpannHomM, panarnndnosvHomM (no-
CNefHU npenapat Obll OTMEHEH B CBA3M C MOBbILIEHMEM
YPOBHS KpeaTunHWHa Kposu Ao 140 mkmonb/n). Ha doHe
NHULUMNPOBAHHOW Tepanun CepaeyHon HeaoCTaToqHO-
CTV NauUMeHT OTMeYan HeKoTopoe YMeHbLUeHue ofblL-
K, YMEepeHHOe MNOBbILLEHMEe TONEePaHTHOCTM K (ur3nYe-
CKoW Harpy3ke. bbina pekomeHAoOBaHa KOHCynbTaums
TPaHCMIAHTONIOMa NS PeLLUeHNs BONPOCa O TPAHCMNIIaH-
Taumu cepala, 04HaKo OT pa3MeLLeHMs B NINCT OKMOAHNS
TPaHCMNaHTaLMM NaLMeHT oTkasancs. B cBa3n C HapacTa-
HUeM ofbILLKM 1 oTekoB B MapTe 2023 r. ObiN rocnuTa-
JIN3VPOBaH B KapLAMONorn4yeckoe oTaeneHme ctalmoHapa
r. MOCKBbI.

Mpy mocTynneHny COoCTosiHMe CpefHen CTeneHu
TsxecTn. TemnepaTtypa Tena 36,6 °C. Poct 178 cM, Bec
94 Kr, MHOEeKC Macchl Tena 29,67 kr/m2. KoxXHbll no-
KPOB M BUOMMbIE CN3NCTblE (DU3NONOrMYeCKon oKpa-
CKM, HOPMaNlbHOW BRaXHOCTWU. BeHbl Wen paclumpe-
Hbl. OTekn roneHen K cton. AycCKynbTaTMBHO [Ablixa-
HWe B Nerkmx >XecTkoe, NPOBOLANTCA BO BCE OTAENbI,
BbICNYLUIMBAIOTCH BaXHble MeNIKONy3blpyaTble Xpu-
Mbl B HWMXXHUX OTAENnax flerkmx, 4yactora AbixaTtenb-
HbIX OBWXEHWI 22 B MUH. [paHulbl cepala paclimpe-
Hbl BNIeBO Ha 2 CM. TOHbI cepAla NpuUriyLleHbl, PUTM

NpPaBUbHbLIA. [MaHCUCTONUYECKUIA LIYM B TOYKE Mpo-
eKuMn MUTPanbHOro KnanaHa. AptepuanbHoe faBsne-
Hue 115/65 MM pr.cT. HacToTa cepiedHblx Cokpalle-
Hun (HCC) 65 ya./mMunH. TynbC yoOBNETBOPUTENBHOIO
HanoMHeHWA 1 HanpPsXeHWs, PUTMUYHBIN, OedurLmTa
nynbca HeT. [MedeHb Npw Nanbnauum desbonesHeHHas,
yBenun4yeHa, BbICTyNnaeT U3-nof kpas pebepHon ayru
Ha 3 CMm.

YpoBeHb B KPOBU N-KOHLLEBOrO NMpPOMO3roBOro Ha-
Tpunypetndeckoro nentuaa (NT-proBNP) 837,5 nr/mn
(pedepeHcHble 3HaveHmsa 0,0-90,8 nr/mn).

Mo pe3ynsrataM peHTreHorpadumM OpraHoB rpyaHON
KNeTKM: NpU3HaKK BEHO3HOIO 3aCTos (NeroYHbIn purcy-
HOK OMDY3HO YCUIEH 3@ CHET CMELLAHHOTO KOMMOHEH-
Ta, NepepacnpeneneHme cocyamnctoro KOMMOHEeHTa B CO-
CyLbl BEPXHMX NEroYHbIx nonen). Cepale B nonepeyHu-
Ke yBenu4yeHo. KapamnoTtopakanbHbin MHOEKC 51%.

Mo AaHHbIM 3nekTpokapanorpaMmmbl (3KI): puTm
cuHycoBbIt ¢ YCC 59 ya./mMuH, HOpManbHOe Mofo-
XeHWe anekTpudeckom ocn cepaua, PQ 0,16 c Hopma
(N) no 0,2 ¢), QRS 0,10 c (N go 0,09 ¢), QT 400 mc,
QTc 460 mc (N 460 mc), 3ybel, P nonoxutensHbin B |,
I, Il oTBemeHuMsX, 3ybel, T MHBEPTUPOBAH B OTBEAEHMUSAX
V3-V6, crnaxeH B otBegeHusax I, Il, Ill, aVL, aVF cermeHT
ST Ha nsonuHUN.

Mo AaHHbIM TpaHcTopakanbHoW IxoKI: BbipaxeHHas
ovnatauns JIK, nosblleHHas TpabekynsapHOCTb anm-
KanbHown obnactu JIK 1 6OKOBOW CTEHKM, COOTHOLLEHNE
HEeKOMMaKTHOro M KOMMaKTHOro CNoeB > 2, No pe3ynsra-
TaM LLBeTOBOW Jonnneporpaduni — Hanmyme KpoBoTo-
Ka B MeXTpabeKynspHbIX MPOCTPaHCTBaX, paclumpeHmne
neBOro npeacepans, CHUXeHe rnobansHoOM cokpaTu-
mMoctu, OB JTK 28%, anactonuyeckas ancdyHkumsa JIK
2 TUNa, pacllMpeHne NeroYHoro CTBona; HeLoCTaToy -
HOCTb MWTPANIbHOrO KflanaHa 2 CTeneHu, He4oCTaTou-
HOCTb TPUKYCMUOANbHOMO KnanaHa 2 CTerneHu, neroy-
Has rnepteH3ma 1 cTeneHn — CUCTONIMYeCKoe AaBre-
HWe B Nero4YHom apTepun 38 MM pT.CT. (puc. 1, Tabn.).

o gaHHbIM MOHUTOPMPOBaHMA DK noXonTtepy BTeve-
HMe NCCNefoBaHWS PErUCTPUPOBANCA CYHYCOBBIA PUTM,
co cpepHecyTo4Hon HCC 66 ya./MUH. 3aperncTtprupoBaHo
4 OAMHOYHbBIX HALXKENYAOYKOBbIX 3KCTPacKCTONbI, 9 oam-
HOYHbIX XENyO04KOBbIX 3KCTPACUCTON.

[Mpn KOHTpOSIbHOM npoBefdeHn MPT cepfla C KOH-
TpacTMpoBaHMeM OT Hosibps 2023 r.: Kapanomeranms
CO CHUXXEHMEM COKPATUMOCTU XeNyao4KoB: rnobanbHas
COKpPaTUMOCTb JIXK cHMXeHa 3a c4eT Anddy3HOro rmno-
knHesa, OB JIK 39%, KOHEeYHO-AMACTONNYECKNI pa3-
Mep JIK 76 MM, MHAEKCMPOBaHHbIN KOHEYHO-AMACTONN-
yecku 0bbem JIXK 116 mn/m2. Cokpatmocts MX cHi-
XeHa, OB MX 35% (metomom Fractional Area Change).
CMHOPOM HEKOMMNAKTHOMO MMOKapa: OTMeYaeTcs Mno-
BbILLEHHAsA TPabeKynsapHOCTb MMUOKapAa BEPXYLLIEYHON
obnactn 1 6okoBoM cTeHkM JIK 3a cHeT Hanmums «pac-
CbIMHOrO» CTPOEeHUN MNanUANAPHbIX MblWL, (CcoCTOAT
N3 HeCKOoJNbKMX ronoBok), 4006aBOYHbIX XOpa B obna-
cTn Bepxywkuy JIK. Macca HeKoOMMnakTHOro muokapaa
cocTaBnser 23% OT MacCbl KOMMaKTHOrO MWOKapAa
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PucyHok 1. TpaHcTopakanbHas IxoKT. Mpu3Haky noebilweHHoW TpabekynspHocTu. MI306paxeHns nonyvyeHbl U3 anunkanbHOM
nosunumun. Kniovesble kputepum HMJK: cooTHOLWEHME HEKOMMAKTHOIO M KOMMaKTHOro cnoes >2 (Hanbonee
3aMeTHO Ha PUCYHKe CNIEeBa), @ TakXKe Hann4yme KpoBOTOKa B MeXTPabeKkynsipHbIX MPOCTPaHCTBaX NO AAaHHbLIM
uBeTOBOM Jonnneporpadum (pncyHok cnpasa).

Tabnuua. JaHHble TpaHcTopakanbHou dxoKl B AMHaMumke

Moka3aTenb 14.03.2023 05.11.2024 05.11.2025 PedepeHcHble
3HayeHus
JleBbivi XXeny[o4ek
KOP, cm 8,3 7 7.1 no5,5am
KCP, cm 6,9 5,6 5,3 2,5-4,0
TMKI, cm 0,9 0,9 0,9 0,6-0,9
T3CIK, cm 0,9 1,0 0,9 0,6,0,9
VMMITX, r/m2 130 141 124 <115 r/m?
KOO, mn 320 210 210 <128 mn
KCO, mn 230 117 120 55-70
OB, % 28 44 44 52-72
JlokanbHas cokpaTMMOoCTb Onddy3HbIv runokmHes | Auddy3Hbivi runokuHes | Anddy3Hbii rMnokmnHes He HapyLleHa
[NpaBbivi Xenyno4exk
MNepenHe-3agHNM pa3mep, CM ‘ 2,8 ‘ 2,6 ‘ 3,0 ‘ <3 c™m
JleBoe npencepave
O6bem, cm/m? | 44 | 30 | 37 | 16-34
[paBoe npencepave
Mnowagp, cM? ‘ 17 ‘ 17,9 ‘ 16 ‘ <18

AopTasibHbIv KnanaH

LIAK, cteneHb HE4OCTaTOMHOCTU ‘ HeT ‘ 0-1 ‘ 0-1 ‘ HeT

MuTpanbHbIN KnanaH

LK, cteneHb HEOOCTaTOYHOCTU ‘ 2 ‘ 1 ‘ 1 ‘ 0-1

TovKyCrvaanbHbIV KnanaH

LIAK, cteneHb HEAOCTaTOYHOCTU 2 1 1 0-1

[pagvieHT HeLOCTaTOYHOCT, MM PT.CT. 33 24 22 <25

JleroyHas aprepus

COJTA, MM pr.CT. 38 29 27 <30
Hv>XHSs nosas BeHa

[Onametp, MM 22 18 18 15-22
Konnabvpyet, % >50% >50% >50% >50%

NMMJTX — nHAeKC Maccbl M1oKapAaa NeBoro xenyaoyka, KOO — KoHe4yHo-amactonmyecknin oovem, KOP — KOHeYHO-AMacTONMYecKniA pasmep,
KCO — koHeYHo-cmncronmyeckmin 06bém, KCP — koHe4Ho-crctonnyeckmnin pasmep, CAJIA — cucronmyeckoe AaBneHue B IeroyHon aptepum,
T3CJIK — ToALWMHa 3afiHel CTeHKM NeBoro xenynoyka, TMXKI — TonlmHa Mexokenyno4koBon neperopoakm, ®B — dpakums Beibpoca, LAK —
LIBETOBOE [JOMMNePOBCKOE KapTUPOBaHMe
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(KpuTepumn HekomMnakTHOCTK no A. Jacquier >20%).
NHOEeKCMpOBaHHasA Macca HEKOMMAKTHOro M1oKapaa
JK 15 r/m2 (kpuTepuin HekomnakTHocT no Grothoff
>15 r/m2). TeMOOUHAMUYECKM He3HadMMble KranaH-
Hble peryprutaumm. YMepeHHas 3KTasns KOpPHA aopTbl.
AHEBpPM3Ma MeMOPaHO3HOM HacTh MEeXKeNy104KOBON
neperopofku, 6e3 Npr3HaKoB LIYHTUPOBAHUS KPOBW.
BbisiBNeHbl NpU3Haky CyO3IHA0KAPAMANBHOIO KOHTPA-
CTUPOBaHUA MEXKeNyL0o4YKOBOM Neperopoaku, nepea-
HeWn CTeHKW 1 BepxyLKn JIK, KoTopble MoryT ObiTb pac-
CMOTPEHbI B pamMkax NOCTULLEMUYECKUX U3MEHEHWI N
Kapanommonatnm (puc. 2).

MaumeHTy OblN yCTaHOBMEH AMarHos: «OcCHoBHoe
3aboneBaHne: [unatauMoHHas KapAanmomuona-
TMA. HeKoOMNakTHbIM MUOKapA NeBOro >Xenygoyka.

OcnoxHeHna: XpoHum4eckasd ceppedyHad He[oCTaTouy-
HocTb IIB ctapmmn, co cHuxeHHom OB JIX, Il dyHKuUpo-
HanbHbI knacc no NYHA (New York Heart Association).
Hefnoctato4HOCTb MUTPanNbHOrO knanaHa 3 crene-
HW, HEeLOCTaTOYHOCTb TPUKYCNNAANBHOIO KfanaHa 3 CT.
XpoHnyeckas bonesHb nodek C2 (CKoOpoCTb Kiybo4KoBOM
dunstpaumn no copmyne CKD-EPI 84 ma/MuH/ 1,73 m2).
BeccmnToMHasa rmnepypukemMms».

MauneHTy Obina HazHavYeHa MeAMKaMeHTO3Has Tepa-
nusa: cakybutpun/sancaptaH 48,6 Mr+51,4 Mr ytpom
1N Be4yepoM, buconponon 2,5 Mr yTpom, CnmpoHonak-
TOH 50 ™Mr yTpom, Topacemun 10 mr, pmBapokcabaH
20 Mr Be4yepoMm, MBabpadnH 5 Mr yTpOM U Be4epoMm,
debykcoctat 120 Mr yTpom. Ha boHe npoBoanMON Te-
panuu NaumeHT Obln BbINMCAH B YOBNETBOPUTENILHOM

PucyHok 2. MPT ceppaua oT Hosi6psi 2023 1. I306paXkeH1ns nonyyeHbl U3 NPOeKLUi No BEPTUKANbHON AIMHHOM ocn (M30-
OpaxkeHue cieBa cBepxy) 1 Mo KOPOTKOM ocK (ocTanbHble n3obpaxeHus). Ha Bcex n3obpaxeHusx HabnogaeTcs
noBblLLeHHas TpabekynspHOCTL MMOKapAa BepxylleyHon obnactn n bokoson creHkm JK. Macca HekoMnakTHoO-
ro Mvokappga cocrapnsiet 23% OT Maccbl KOMMakTHOro M1oKap#a.
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CeHTIOpb- Hosi6pb
OKTA0Opb 2022r.
2022r.
HoBas

KOpOHaBMpycHas
VHbeKkuns

2023r. 2024r. 2025r.

OpblLKa, CuHKOMe OTkas ot
OTeKU H/K TpaHcnnaHTauum
NTproBNP 837,50 183,70 53,23
(nr/mn)
OxoKT
[ ®B21% DB 28% DB 44% ®B 44%

MPT: npusHakn
HEeKOMMaKTHOro
MuoKapaa

H/K — HUXHMe KOoHeYyHocTH, IxoKI — axokapaunorpacus, @B — dpakumsa BeiOpoca,
MPT — marHUTHO-pe3oHaHcTHas Tomorpagus, NT-proBNP — N-koHLEeBOM NpoMO3roBomn
HaTpUMypeTUYeCcKn NenTung,

PucyHok 3. Tpaduryecknit aHamHes naumeHTa H. (BpemMeHHas wkana).

COCTOSIHWM, PerpeccoM MPU3HaKoB 3acCTost B NErkux
1 OTEKOB, MOBbILIEHMEM TONEPAHTHOCTU K PU3NYECKNM
Harpy3kam.

B manbHenweM NaumeHT perynspHo NpoXoann exe-
roflHOE MJIaHOBOE CTallMOHAPHOE fledeHme B Kapamorno-
rMYeckoM OTAeNeHnn ctaumoHapa r. MockBbl.

Mpu HabnofeHUN NaumMeHTa B AMHAMKUKe B Nepuom,
€ 2023 no HoAbpb 2025 rT. oTMeYaeTcs ynydlleHue co-
KpaTutensHou dyHkuMm J1K (no aaHHbIM OXoKT oT Hosi-
Opsa 2025 . ®BJIK 44%) (puc. 3, cM. Tabn.). Ha cdoHe
ONTUMaNbHOW MeANKaMeEHTO3HOM Tepanim (Ha MOMEHT
Hosbps 2025 r.: BancaptaH/cakyoutpun no 200 mr
YTPOM U1 Bevepom, buconponon 5 Mr yTpom un Beye-
poM, annepeHoH 50 Mr yTpoMm, ganarmm@nosmy 10 mr
yTpoM, Topacemua 10 Mr yTpom, puBapokcabaH 20 mr
BeyepoM, hebykcoctat 40 Mr yTpoMm, neabpaaunH 5 mr
npw nosbiweHnn YCC >80 ya./MUH) OTMeYaeT 3HaYU-
TeNnbHOE yny4lleHne obLIEro CaMOYyBCTBUSA MO CPaB-
HeHUIO C nepuoaoM aebiota 3aboneBaHus. PelieHne
0 Ha3Ha4YeHWN NaLneHTy pmBapokcabaHa ObINo NpPUHA-
TO KOHCUIIMYMOM Ha OCHOBaHUM KoHceHcyca «ObLLecTBa
ceppedHoro pyutMma» o1 20191, roe nauneHtam ¢ HMJXK
MOXeT ObITb MOKa3aHa aHTUKOArynsaHTHas Tepanus
npy OB JIK <50% (2019 Heart Rhythm Society expert
consensus statement on evaluation, risk stratification,
and management of arrhythmogenic cardiomyopathy)
[9]. Oablwika BO3HUKAET TOMBKO MPU WMHTEHCUBHbIX
DU3NYECKMX HArpy3Kax, OTeKN HUXHUX KOHEYHOCTeM

He peunanBMPYIOT, HapyLLeHWs pUTMa ceppla He bec-
NOKOAT. MNaLMeHT BEPHYICA K 3aHATUAM CNOPTOM Ha fio-
OUTEeNbCKOM YyPOBHE, MPUCYTCTBYIOT YMepPeHHble a3pob-
Hble 1 aHa3poOHble Harpy3ku B TedyeHue 20-30 mu.
3-4 pa3a B Hefeno, NepeHoCUT 3aHATUA YOOBNETBOPU-
TenbHO.

OOcyxpeHue

HOunarHoctnka v nedveHme cuHgpoma HMJDK npen-
CTaBNsAOT cobOM CylleCcTBEHHbIE TPYAHOCTU B CBA3MU
C WWNPOKOW KIMHNYeCKoM BaprabelbHOCTbIO MaToNormm.
Henpocton 3apaden asnsetcs anddepeHumansHas an-
arHoctnka HMJTX ¢ runeptpoduyeckon unm gunataum-
OHHOW KapAuoMmonaTnen B CBA3M CO CXOACTBOM 3TUX
3aboneBaHu. Mpu cuHgpome HMITK muokapn JIXK,
NperMyLLEeCTBEHHO B anmkanbHOM OTAEeNe, UMeeT «ryod-
4aTbln» BU[, XapaKTepU3YLWMIACH rMyOoKMMU UHTPa-
TpabekynapHbIMU yraybneHnsMu (UM cuHycomaamu),
COOBLLAWNMUCS C NoNocTbio JIK, a Takke BblpaxeH-
HoW TpabekynspHocTbio [10].

Bce BbllleyKa3aHHble NpU3HaKn Obiny BepUOULIMPO-
BaHbl B NpeAcTaBneHHoM cny4vae. OTHETIMBO NPOC/IEXN-
BaeTCs U KIIMHUYeCKasd KapThHa B BUAE NpOrpeccrpyio-
Lero pasBuTUA CUMMATOMOB CepAeYHOM HeOoCTaToy-
HOCTU. VIHTepeCHbIM NpeAcTaBnaeTcs pakT BHE3AMHOW
MaHudecTaumm 3aboneBaHus y npoheccoHanbHOro
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CMOpPTCMeHa B Bo3pacTe 26 feT Ha POHe NOMHOro 340-
POBbS 1 OTCYTCTBUSA KaKUX-NMOO NaTONOrMYeckKmnx 13me-
HEeHMN MO AaHHbIM paHee BbINONHABLUMXCS DXoKT mnc-
CNefoBaHUN 1N PerynsapHoro HabmoaeHNs CNopPTUBHbBIX
Bpayew.

OnNMCaHHbIV Clyd4an NOATBEPXKAAET NPABO Ha Cylle-
CTBOBaHWe «He-3MOpKroHanbHon» rinotessl HMJTXK, Ko-
TOpas paccMaTpuBaEeT (PeHOMEH HEKOMMAKTHOCTU MMNO-
Kapaa Kak nposiBneHuve yHKLMOHanbLHOW Ae3afdanTa-
LMK, B JaHHOM CJ1y4ae Ha (POHE MHTEHCUMBHbIX (PU3NYHECKNX
Harpysok, lNepeHeceHHaa MHMEKLMA MOrfia CTaTb TpUrre-
POM KNMHNYeCKoM MaH1becTaumm Ha hoHe Mopdonorn-
4Yeckn M3MEHEeHHOro MroKapaa. VI3BeCTtHo, 4To MaHude-
craumsa HMJITK y B3pocnbix MOXeT ObiTb CMPOBOLIMPOBA-
Ha Pa3fIVYHbIMM PaKTOPaMK, BKITOHANA OCTPble COCTOSHNS
(MVOKapOMT, TMPEOTOKCMKO3) M XpoHUYecke 3abonesa-
HUS (HEMPOMbILLIEYHbIE, AEPMATONOMMYECKIE), OHAKO NX
pOJb OCTaeTcs ManounsydeHHown [11].

HeobxoOnMMo y4uTbIBaThb, HYTO NaLMeHT — npodec-
CMOHAaNbHbIN CNOPTCMEH C BbICOKUMU DU3NYECKUMU
Harpyskamu, y KOTOPOro NoBbIleHMe Nnpes- 1 NocTHa-
rpy3kn Ha JIK Morno conpoBoXaaTbCs U3ObITOYHOM
TpabekynapHocTbio Muokapaa JIK. Ee Mornu pacueHuTb
Ha paHee NMPOBefEeHHbIX OAMNAarHOCTUYECKMX OCMOTPax
Kak pM3nonorn4eckyto afantaumio B pamMKax «crnop-
TWUBHOrO cepAua». [anbHenllee BO3AeNCTBUE BUPYCHOW
NHMEKLNM Yepes pa3BUTME OCTPOTO M1OKapamMTa C BOC-
naneHnem, GnbpPo3oM 1 HapyLLEHNEM COKPATUTENIbHON
PYyHKLMM M1OKapaa MO0 CMPOBOLMPOBATL KITMHMUYe-
CKyt0 MaHUbecTaumio 3aboneBaHms.

Bblcokas nong HacnenctBeHHbIx cnydaes HMJTX or-
MeYaeTcsi BO MHOMMX MCCnefoBanmax. LaHHble cemen-
HOro aHaMHe3a B NpeaCTaBIEHHOM KIIMHNYECKOM CJly4ae
(nen, — BbigneHmne HMJTXX no gaHHbiM DxoKI, MaTb —
noBblLLIeHHas TpabekynspHoCTb JIK) — no3BonstoT roso-
PUTb O CEMENHOM XapakTepe 3a00neBaHms.

KnnHuyeckas v reHeTn4eckad reteporeHHoCTs HMJTXK
OVKTYeT HEODXOAMMOCTb AETANIbHOMO KIIMHNYeCKoro 0b-
CNefoBaHNs POLACTBEHHNKOB NpobaHaa. K HacTosemMy
BpPeMeHU U3BECTHO He MeHee 20 reHoB, B KOTOPbIX 0OHa-
PY>XKMBAIOTCH reHeTndeckie BapuaHTel HMJTK. Hanbonee
4acTo ODOHaPYXKMBAIOTCA BapMaHTbl B reHax, OTBETCTBEH-
HbIX 33 Pa3BUTME Pa3NNYHbIX TMMOB KapAMoMmMonaTum —
renbl MYH7, MYBPC3, ACTCT1, LMNA, TPM1 v ap.,
4TO CBUIETENLCTBYET B MOJb3Y 3TUOMNOrMYECKOM OBUIHO-
ctn KMIT 1 HekoMnakTHOCTUM Mm1oKapaa [12].

Pe3yneraTbl reHeTUYECKMX NCCNefoBaHWM Npeanona-
raloT BO3MOXHOEe MOoCTHaTanbHoe pa3sutne HMJTK cxo-
XM 0b6pa3oM, Kak Npu AMnatalumMoHHOM U rmnepTpodun-
4yeckoW KapamomMmonaTmsx, kotopble nmetoT ¢ HMJTXK
pan obLX MyTaLIMI B reHax capkomepHbix Oenkos [10].

OuarHoctnka HMJIXK B nepByto o4epefb onvpaet-
CA Ha paHHble 2xOKI, Kak MeTofa BM3yanumlauun nep-
BOV NnHMK. LLnpoko npumeHsiotcs kputepum R. Jenni
(2001 r.), KoTOpble BKOYAIOT HaNN4Me OBYXCNOMHOIO
MUOKapAa C OTHOLIEHMEM HEKOMMAKTHOro K KOMMaKT-
HoOMY crnoto bonee 2:1, Hannye Tpabekyn 1 No pesynb-
TaTaM LBETOBOM fonnneporpaduy — Hanuyme KpoBo-

TOKa B rNyboKMX MexXTpabekynsapHbIX MPOCTPaHCTBaX
NPV OTCYTCTBUM APYTNX CTPYKTYPHbIX aHOMannn CepaLa.
OnarHo3 HMJTXK B onuvceiBaeMoM ciydae Obll yCTaHOB-
NEeH CormacHo 3ToMy Kputepuio [13].

OTOT MeTO[, NO3BOJIAET HEMHBA3MBHO MPOAHaNM3nNpPo-
BaTb COCTOSHME MUOKapaa, BKIoYas Hanndne hmnbpos-
HbIX WM BOCNANUTENbHbIX M3MeHeHun [14].

Mpn MPT gna gmnarHoctukm HMJDK npumeHsaetca
PAL KPpUTEpPMEB, KOTOPbIE MO3BONAT YCTAHOBUTL [AN-
arHO3 C BbICOKOW YYyBCTBUTENIbHOCTbIO U Cneunduy-
HocTblo. K HUM oTHocuTCcs KpuTepumn S.E. Petersen
(2005 r.), cornacHo KOTOpOMY NPOBOANTCS M3MEPEHME
TONLMHbBI KOMMNAKTHOW 1 HEKOMMAKTHOW 4acTW B KOH-
ue amacrtonbl. COOTHOWEHVEe KOMNAKTHOM N HEeKOM-
nakTHOM 4actm bonee 2,3 9BMAeTca OMarHocTnyecku
3Ha4YMMBbIM. Takke nNpuMeHseTcs KpuTepuin A. Jacquier
W COaBT., r4e MPOU3BOLAUTCA OLEHKa MacChbl KOMMAKT-
HOMO 1 HEKOMMAKTHOro Muokapza. [ons (B npoueH-
Tax) MacCbl HEKOMMAKTHOrO MMOKapAa Mo OTHOLUEHMIO
K Macce KOMMakTHOro crosi bonee 20 cHMTaeTCs 3Ha4n-
Mom [15]. Tak, B ONMCAHHOM Clly4ae Macca HEKOMMAKT-
HOro MMokapha cocraBngafia 23% 0T MacCbl KOMMaKT-
HOro MmMokappaa. Micnonb3yetcs BMecTe C TeM KpuUTepuim
M. Grothoff 1 coaBT., Npn KOTOPOM OLLeHMBAETCSH UH-
JeKcMpoBaHHas Macca HMJDK, npu 3HaveHum > 15 r/m?
onarHo3 6onee BeposTeH [16, 17]. Y onucaHHoro na-
LUMeHTa MHAEKCMPOBAHHAA Macca HEKOMMAKTHOrO MMNO-
Kapga coctaBuna 15 r/m2,

KomnbioTepHaa Tomorpadua cepaua C BHYTPUBEH-
HbIM KOHTPaCTUPOBAHMEM TakKe MOXXET ObITb LIEHHbIM
OMNArHOCTUYECKMM MHCTPYMEHTOM 418 NMaLMEHTOB C He-
[laBHO YCTaHOBMEHHbIM AanarHo3omMm XCH, korga Heobxo-
OVMO UckoHeHre kak HMJTXK, Tak v niemmyeckom 6o-
Ne3HW cepala npvi NOMOLLM BMU3Yyanm3aLumm KOPOHapHo-
ro pycna [14].

KntoyeBble Lenun nposoanmont tepanmmn HMJTXK: ne-
yeHne XCH, cHuMXeHWe pucka TpomboaMbonuyeckmx
OCNOXHEHUM W NpefoTBpalleHne HapyLIeHUN puT-
Ma cepfua [18]. KBagpoTepanus, BktoYatoLlas MH-
rMOUTOPbI aHIMOTEH3MHMpeBpaLlalowero GepmeHTa,
OeTa-agpeHobnokaTopbl, Gnokatopbl MUHEpPanokKop-
TUKOUIHbIX PeLenTopoB U UHIMOWUTOPbLI HATPU-ITIO-
KO3HOro TpaHcrnopTepa 2 T1na, nokasaHa npu Haanymm
y NaLUMeHTOB CUMMTOMOB 3aCTOMHOW CepAeYHOM Heao-
CTAaTOYHOCTM. B 0COBbIX Ciydasx MOXeT OblTb Noka3aHa
TpaHcnnaHTaums cepaua [13].

YCTaHOBKa MMMMaHTUPYEMOro KapAnoBepTepa-Ae-
hurbpunnsaTopa pacCMaTPUBAETCS B 3aBUCMMOCTA OT Ha-
NNYUA XKMU3HEYTPOXKAIOLLMX apUTMUI (NepBUYHAsA U BTO-
prYHas NpodunnakTrka BHe3anHoW cepaeyHon cMepTin)
N CTeneHn cepaeyHoOn HeJOCTaTOYHOCTU (CHUXKeHKe OB
JIXK £35% HecMoTps Ha ONTUMalbHYI0 MeVIKaMeHTO3-
HytO Tepanuio B Te4eHVe MUHVMYM 3-X MecsaueB). B He-
KOTOpbIX paboTax yka3aHo, YTO CMHKOMamnbHble 1 npe-
CUHKOManbHble COCTOSHUA B COBOKYMHOCTW C APYrMMU
akTopaMu pmrcka (NnoaTBep>XAeHHbIe MyTallK B reHax
LMNA, PLN, FLNC, RBMZ20, n3meHeH1sa B a3y oTCpo-
YEeHHOro KoHTpactupoBaHua no MPT cepaua, nHOyLUM-
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pyemble Npu 301eKTPodU3N0NOrn4eckoM NCCnegoBaHnm
yCTOMYVBble MOHOMOPMHbIE XeNya0o4KoBble TaxMKap-
ann, @B JIK <50%), MoryT ObITb 3Ha4YMMbIMU NMPKU3Ha-
KaMK Hannyug y naymeHta ¢ HMJIK xunsHeyrpoxato-
LMX HapyLleHW putMa cepaua [19].

AHanmM3npys neyeHme onUCbIBaeMOro nayyeHTa, cto-
UT OTMETUTb 3Ha4YuTeNnbHoe nosbileHe @B JIXK (¢ 21%
00 44%) 1 yny4dlieHre obLLIero CoCTosHMA Ha dhoHe He-
3aMeannTeNbHO Ha3HavYeHHoW kBagpoTepanumu XCH.
B nocnepytoliem npoBoamnnacek Koppekums 0o3 4o Ao-
CTUXKEHUS LieN1eBbIX NN MaKCHMaNbHO NePeHOCHMbIX.
Ha doHe nedyeHusa puBapokcabaHom Tpomboambo-
NIMYECKNX CODbITUI He 3aperucTpupoBaHo. YumTbiBas
OTCYTCTBME Y NaLMeHTa 3Ha4YMMbIX XenyaoyKOBbIX Ha-
PYLIEHUM pUTMa MO AaHHbIM CYyTOYHOIO MOHUTOPUPO-
BaHusa DKT B pa3Hble roabl HabnogeHus, OB XK 44 %,
Bonpoc 06 MK[ He paccmaTpuBaetcs. MNMpoaonxkaercs
OMHaMMyeckoe HabnoaeHne nauneHTa 1 ocyLLecTBns-
loTCA BCe Meponpudatua ona KoHTpona XCH, daktopos
pPUCKa 1 YNydLLIEeHWS NPporHo3a.

MporHo3 naumeHtos ¢ HMJ1XX ocTaetcs Hebnaronpu-
ATHbIM, 4TO ODYCNTOBNEHO HEMPEPbIBHO NMPOrpeccupyto-
MM TeyeHMeM 3aboneBaHns 1 4acTbiM pa3BuTUeM da-
TalbHbIX OCMOXHeHUN. Mo Bcen BUOAUMOCTU, CTeneHb
BbIPaXXeHHOCTU CUMMTOMATUKW Npun 3ToM 3aboneBsa-
HUK NponopuMoHanbHa Naowaan HEKOMMAKTHOCTMU
Muokapaa JIK, 1 TaXecTb KNMHUYeCkon KapTuHbl 00-
YCIOBEHa CTeneHbio PeMOOENMPOBAHNSA Xenyao4KOoB
1N cucTonuyeckon aucdyHkumen. CMepTHOCTb, NO AaH-
HbIM pPa3HbIX aBTOPOB, cocTaBndeT oT 22% o 80% B Te-
YeHue 6-7 net nocsie yCTaHOBMeHUd AMarHo3a. OgHako
B MpeacTaBNeHHOM Cllyvyae paHHee Ha3HayeHue KBa-
apotepanuun y MONOAOro NPUBEPXXEHHOMO NeYeHMIo Na-
uneHTa 6e3 TaAXenonm KOMopOUAHOCTM NO3BONUIO A0-
CTWYb 3HAYUTENBHOrO YNy4ylleHUs, YTO NoayepkmBaeT
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