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BuBeHTpuKynapHasa runeptpoduyeckas kapguommonatusa ¢ mytauuei B reHax ACTC1u LDB3,
pesynbTaTbl NepBUYHON NPOGUNAKTUKM BHE3aMNHOI cepaeyHoi cmepTu. KnuHnyeckuin cnyyanm

Jlapvna B.H.", Bapnamosa 10.10.2, Cku6a A.C.", Ckuba U.K.

BeepeHnue. Mmneptpoduyeckasn kapanommonatus (FKMM) 3HaunTensHO yBenu-
uMBaAET PUCK BHe3anHoi cepaeyHoit cmeptu (BCC), 0co6EHHO Y NALMEHTOB MO-
noporo Bospacrta. CemeliHble dopmbl TKMIT TpebyioT MHAMBUAYaNbHOMO noaxona
B OTHOLUEHWUW cTpaTudmMKaLmm prucka n onpefeneHus nokasaHuini K nepBu4HoON
npodunaktuke BCC.

KpaTtkoe onucaHue. B gaHHOM KIMHWYECKOM Ciyyae onucaHo HabniopeHune
3a NaUMEHTOM C PeAKON reHeTNHeCcKoN aHoManueii (coyeTaHme MyTaumin reHoB
ACTC1 v LDB3), y xoToporo 6narofapsi CBOEBPEMEHHOW AMArHocTuke Obinn
onpefeneHbl NoKasaHus K UMMIaHTaumMmn kapanosepTepa-aedubpunnatopa, YTo
NMO3BOMUIO KYyNMMPOBaTh anun3o4 dubpunnaumumn xenynoukos (PX). B knmHuye-
CKOM Clyyae onvcaHa AvHammka axokapanorpadpuyeckvix napaMeTpoB NaLmeHTa,
Mopdonoruyeckne 0CobeHHOCTH (GMBEHTPUKYNSIpHAs runepTpodus Mrokapaa,
MVOKapamanbHblii MOCTUK), @ Takke 0COOEHHOCTV TeyeHns 3aboneBanus, Tepa-
NeBTUYECKME NOAXOAb! M Pe3ynbTaThl leyeHns 3a 6 net HabnoaeHns.
0Gcyxpaenue. TwatenbHas cTpatudukaums pucka BCC, Bkoyas oueHKy ce-
MENHOro aHamHe3a, NocTosHHOe HabloaeHe ¢ AUHAMUYECKUM NPOBELAEHNEM
axokapayorpadum 1 XoNTepoBCKOr0 MOHUTOPUPOBAHUS 3NEKTPOKAPAVYOrpaMMbl,
Nno3BoANAa CBOEBPEMEHHO MMMNAHTUMPOBATb KapAnosepTep-aedubpunnatop
1 cBoeBpeMeHHO kynuposaTtb ®X. MpodunakTnyeckue mepbl, NPEEMCTBEHHOCTb
MeX/y CTaLuyOHapHLIM 1 amBynaTopHbIM dTanamu COXPaHUIN XU3Hb NaLMEHTY,
YNYHLWMAW NPOrHO3 1 3aMeANAN NPOrPecCMpoBaHNe runepTpopu 1EBOTO Xeny-
nouka. Penkunii reHetnyeckuii Bapmant KM ¢ myTaumsmu B reHax ACTC1 v LDB3
OMNMCaH BCEro B TPex Cy4asx 3a 5 NeT, 4TO NOAYEPKMBAET HAYYHYIO 3HAYMMOCTb
[laHHOTO KAMHWYeckoro cnyyas. CoyeTaHne BGUBEHTPUKYNSPHON runepTpodun,
MVOKapAManbHOr0 MOCTUKA ¥ 3MU300B Xenyno4KoBoi Taxukapanm u X moxet
ObITb CBS3aHO C JAaHHBIM FEHOTUMOM, YTO TPeOYeT fabHENLLEero N3yyeHus ¢ Lenbio
yNnyyLleHns cTpaTternii ynpasnenus puckamu BCC.

KnioueBble cnoBa: KIMHUYECKUI Cayyai, runepTpoduyeckas kKapamommonaTus,
BHE3anHas cepheyHas cMepTb, OMBEHTPUKYNSpPHas runepTpodus muokapaa,
kapavosepTep-aAedUOPUANATOP, FeHeTUYeckas aHoManusi, MyTaLum reHoB.
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Biventricular hypertrophic cardiomyopathy with ACTC1 and LDB3 mutations, results of primary

prevention of sudden cardiac death: a case report

Larina V.N., Varlamova Yu.Yu.2, Skiba A.S.", Skiba I.K."

Introduction. Hypertrophic cardiomyopathy (HCM) significantly increases the risk
of sudden cardiac death (SCD), especially in young patients. Familial HCM requires
an individual approach to risk stratification and determining indications for primary
prevention of SCD.

Brief description. This case describes a patient with a rare genetic anomaly (a com-
bination of ACTC1 and LDB3 mutations). Thanks to timely diagnosis, indications for
a cardioverter-defibrillator implantation were determined, which made it possible to
stop an episode of ventricular fibrillation (VF). The case describes the changes of
the patient's echocardiographic parameters, morphological features (biventricular
myocardial hypertrophy, myocardial bridge), as well as the disease course,
therapeutic approaches and 6-year treatment outcomes.

Discussion. Careful stratification of SCD risk, including assessment of family
history, constant monitoring with dynamic echocardiography and Holter moni-

toring, allowed timely implantation of a cardioverter-defibrillator and stopping
VF. Preventive measures, continuity between the inpatient and outpatient stages
saved the patient's life, improved the prognosis and slowed the progression of left
ventricular hypertrophy. A rare genetic variant of HCM with mutations in the ACTC1
and LDB3 genes has been described in only three cases over 5 years, which
emphasizes the scientific significance of this case. The combination of biventricular
hypertrophy, myocardial bridge, and episodes of ventricular tachycardia and VF
may be associated with this genotype, which requires further study to improve SCD
risk management strategies.

Keywords: case report, hypertrophic cardiomyopathy, sudden cardiac death,
biventricular myocardial hypertrophy, cardioverter-defibrillator, genetic disorder,
gene mutations.
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KniouyeBble MOMEHTbI

e Crparudukalys prucka BHE3aITHOM CepAecYHOMN
cMepTH, cOOp CEeMEMHOTo aHaMHe3a, OlleHKa
BX0KapauorpauIecKux mapaMeTpoB M JaHHBIX
CYTOYHOIO MOHMTOPUPOBAHUS JIEKTPOKAPINO-
rpaMMBbl B IUHAMUKE SIBJISIETCSI KJIIOYEBOM 3aa-
yeit B mpodmiakTuke aTaabHBIX HapyIICHUI
PUTMa y MOJIOABIX MALIMEHTOB.

Coueranue myranuii reHoB ACTCI n LDB3 mo-
XKeT OBbITb ACCOLIMMPOBAHO ¢ OMBEHTPUKYJISIPHOI
runeprpodueil Muokapaa 1 MUOKapIraabHBIM
MOCTHKOM, YTO TpeOyeT MOATBEPXKICHUS C yJac-
THEM OOJIBIIIETO YMCIa HAOIIOAEHWIA.

BeeneHue

Tuneprpoduueckas kapauomuonatus (FKMIT) —
5TO ayTOCOMHO-IOMMHAHTHOE 3a00JIeBaHNE CepIIla, BhI-
3BIBACMOC MYTAIIMSIMH B TeHAX capKoMepa M CBSI3aHHBIX
C capKoMepaMM OEJIKOB, KOONMPYIOIINX 3JIEMEHTHI CO-
KPaTUTEJIBHOTO arapara cepana. XapakTepHbIE CTPYK-
TypHBIC M3MEHEHUS CepAlla BKIIIOYAIOT TUIICPTPODUIO
sneBoro xenyaouka (IJIXK), koTopas MoxeT NpuBecTU
K OOCTPYKIIMM BBIHOCSILIETO TpaKTa JIEBOTO KeIynouyKa
(BTJIXK), B T.4. TMHAMWYECKOM, NMACTOJINYECKOI IUC-
GyHKIINK, UIIEeMUN MHUOKapaa, HapyIICHUSIM pUTMa
W BTOPUYHONM MHUTPAJbHON peryprutanuu. Mmerorcs
naHHbie, uto 'KMII gBasercsa Hauboiiee pacrpocTpa-
HEHHOI YCTAaHOBJIEHHOI MPUYMHON BHE3AITHOM Ceplaed-
Hoit cmeptu (BCC) y 3M0pOBBIX JIIOIC B BO3pacTe MO-
JIoXe 35 JIeT, BKIIIoYast JIFOIE CO CITOPTUBHBIM CEPIOILIeM
[1]. Pacnpoctpanennocts 'KMII cpenu HaceneHus
B uesioM B mupe coctasisieT 0,2% (1 u3 500 B3pocCIbix),
WCXOOsT M3 HAHHBIX 3xoKapauorpadmdeckux (DxoKI')
nccnenoBannii [2]. U3meHenus mopdoaorum cepaua
BCTpEYalOTCsl y mopsiaka 25% poncTBEHHUKOB IMaliy-
eHToB ¢ 'KMII u BBIABASIOTCS Yallle y MyXXUWH, XOTS
3a0oJieBaHNEe HAcCJeAyeTCsT ayTOCOMHO-IOMUHAHTHBIM
IIyTeM W HEe MMeeT TeHEeTUYeCKH 00OCHOBAHHON ITO-
ool mpuHamiexxHoctu [3]. Hambomee gacto TKMII
IUATHOCTHUPYETCS B TCUCHME TEPBBIX TPEX MECATUICTHI
KW3HU, OTHAKO MOXET BBISIBIISATHCS B TIOOOM BO3pacTe,
B T.4. B moxmioM. Y 60% mamuenTtos ¢ ' KMII ynaercs
YCTaHOBHUTH TCHHYIO MYTAIIUIO capKoOMepa, B CBSI3H C YeM
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« Stratification of sudden cardiac death risk, collec-
tion of family history, assessment of echocar-
diographic parameters and 24-hour electrocar-
diographic monitoring data is a key task in the
prevention of fatal arrhythmias in young patients.

The combination of ACTC1I and LDB3 gene muta-
tions may be associated with biventricular myocar-
dial hypertrophy and myocardial bridging, which
requires confirmation using a larger number of ob-
servations.

cOop MOIPOOHOrO CeMEMHOTO aHaMHe3a SIBIISICTCST BaxK-
HBIM acCIIeKTOM B CTpaTU(UKAIIMU PUCKA y MAIeHTOB
C MaHHBIM 3a0oyieBaHMEM. TIIaTeTbHBIN COOp aHaMHe3a
¥ OIlcHKa (PM3MKAIBHOTO CTaTyca MOTYT TakxKe ITOMOYb
OIIPENEINTh MAIIMEHTOB C BBICOKUM PHUCKOM ¢haTajb-
HBIX HapylmieHui putMma. Hambojee 9acTHIMHM TIPOSIB-
geHussmMu 'KMIT gBisiioTest ycTanocTb, oablliKa, 00Jb
B 00JIaCTH TPYTHOM KIIETKH, OINYIICHUE CepAlcOMeHMS
W CUHKOTIAJIbHBIE cocTossHus [4]. PanHee Havaio Meau-
KaMEHTO3HOM Tepanny, MMILTAHTALMSI KapauoBepTepa-
nepuopmUIsiTOpa M IMIPOBEICHIE OTIEPATUBHOTO JICUCHUS
B CJIydac HaJW4YMs MOKa3aHWIl 3HAUMTEIIHHO YIyJIIaloT
nokaszareau BbikMBaeMocTu nipu 'KMII 3a nmocnenHue
HECKOJIbKO aecatuuetuii [5]. HemonHasa meHeTpaHT-
HOCTb U U3MEHUMBASI SKCIIPECCUS MYTHUPOBABIINX T'¢HOB
MOTYT BBHI3BIBATh HEMpencKasyeMble IIPOSIBICHMS acco-
uurpoBaHHbix ¢ 'KMII reHoB maxe B mpeneiax oOji-
HoIt cembn. Cpenn BceX MAIMEHTOB C YCTAaHOBJICHHBIM
nuarHo3zoM ['KMII, ¢ monoXuTeabHbIM pe3yabTaToOM
MOJIEKYJISIPHO-TEHEeTUIECKOTO MCCICIOBAaHUSI Haubo-
JIee 9acTO BBIABJISTIOTCSI MyTallMM B TE€HE TSKEJION ICTTH
B-muo3una 7 (MYH7) 1 MMO3WH-CBSI3BIBAIOINIECTO OeKa
C3 (MYBPC3), xoTOpbIE€ B CyMME COCTABIISIIOT ~75% ciy-
yaeB. Pexe BcTpedaroTcss MyTallMid TOHKUX (QUIaMEHT-
HBIX TIPOTEMHOB, TaKUX KaK TponoHWH T, TporoHuH I,
JIETKMX IIeTieit Mruo3mHa M aktmHa. Mytauunm TNNI3,
TNNT2, TPMI1, MYL2, MYL3 n ACTC1 BBIABASIOTCS
Yy HauMEHbILEH J0JIM MauueHToB, oT 1% no 5%. Ha Te-
KYIIU MOMEHT HET JAaHHBIX, YKa3bIBAIOIINX Ha CBS3b
MEXIY IPOTHO30M 1 KOHKPETHOM MyTalumeii rena [6, 7].

Ocnoxnenus 'KMII, Takne Kak HapyleHUs pUTMa,
XpOHMYECKasl cepredHas HEIOCTaTOIYHOCTh, OTHOCH-
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TeTbHAsE KOpOHapHas HETOCTATOYHOCTb OOYCIIOBIMBAIOT
BBICOKMI PUCK Pa3BUTHUS HEOJIATOMPUSITHBIX CepICUHO-
COCYIMCTBIX COOBITUI. YUUTHIBASI MIPEUMYILIECTBEHHO
MoJIoHo¥i Bo3pacT IepBUYHOTO BhIsiBIeHUs ['KMII,
HEOOXOIMMOCTh HAOIOACHUS B3POCIBIX MAIlUCHTOB,
a TaKKe HaJIMIKUe COBPEMEHHBIX 3(D(MEKTUBHBIX METOIOB
KOPPEKIINHU CEPACIHO-COCYINCTOTO PUCKA, KOJUICKTUBY
aBTOPOB TIPEACTABIISICTCSI aKTyaIbHBIM TMOBBIIIICHUE OC-
BEIOMJICHHOCTH Bpadeil 0 JaHHOM 3a00JIeBaHUHU U O CO-
BPEMECHHBIX TTOIXOIAX K BEICHUIO JaHHOM TPYIIIHI Mallk-
€HTOB Ha TIPaKTUYECKOM IIpIMeEpeE.

KnuHnuyeckuin cnyyan

Nudopmanusa o nammente. [lanment, 22 rona, mpemb-
SIBJISICT 3KaJI00BI Ha SITM30IbI TTOTEPH CO3HAHUS, ONBIIIKY
IIpY TIOOBEME IO JICCTHUIIC Ha 3 3Taxk, HABSIIYIO OOJb
B TPYIHOI KJIETKE CJIeBa, TOJIOBOKPYXKECHHE, TTIOTEMHE-
HHE B IIa3axX, BOSHUKAIOIINE TPU (PU3MUIECKOIT HaTpy3Ke
1 TIPOXOISIIINE B TTOKOE CAMOCTOSITEIIBHO.

AnamHe3 3a0oneBanus. JeOroT 3a00meBaHus B 15 e,
KOT[a y TalleHTa BIEPBBIC MOSBUINCH HecTiemuduae-
CKMeE XaJI00BI Ha TIOXYIO IIEPEHOCHUMOCTD TYITHBIX ITOME-
IIEeHUI, TTOBBIIIICHHYIO YTOMJIIEMOCTD, CJ1a00CTh, OIBIIII-
Ky IpU yMepeHHO# du3mucckoit Harpyske. [lammeHT
0BT 0OCIemoBaH aMOyIaTopHO, BeImoHeHa DXoKI, 1mo
MaHHBIM KOTOPOi#1 OBUIO YCTAaHOBJICHO, YTO y TaIlMeHTa
UMEIOTCS TIPU3HAKK TUIIEPTPO(PUM 6a3aJbHOrO OTaeIa
MEXCKeTyIouKoBoit meperoponku (MXKIT) mo 14,5 MM,
npusHakoB oboctpykuuu BTJI2K He BhisBIeHO. bblno
PEKOMEHIOBAaHO HAOIONEHNE Y JETCKOTO KapamoJiora,
koHTposib DXxoKI B nuHamuke. Yepes moirona y mamm-
€HTa BIIEPBBIC MTPOM3OIIIA TTOTEPsI CO3HAHUS, KOTOpas
pa3Buiach Ha (poHe (PU3MUECKON HATpy3KH, B CBSI3U
C YeM OH OBUI TOCITUTAIU3UPOBAH B JIETCKOE KapauoJIo-
rudeckoe otaeneHue B 2018t B Bo3pacre 16 jet. Usydyen
ceMeiiHbIii aHaMmHe3. [len mpo6aHaa 1Mo JUMHUM MaTepu
yMep BHe3aItHo B 33 roma, cTpamail 3ab0ieBaHUEM CEepI-
I1a, KaKM — HEU3BECTHO, MIe/ IMpoOaHIa IO OTIIOBCKOM
JIMHUK yMep B 62 roga Bo CHe, OTel] pebeHKa BHE3AITHO
yMmep B 41 rom, IpUYMHA HEM3BECTHA, MaTh UMEET yCTa-
HoBleHHBINM auarHo3d 'KMII. Ilpu moctyruieHuun Ha
snexkTpokapanorpamme (DKI') ObIT 3apeructpupoBaH
SKTONMMIECCKUN MPEACEPIHBIN PUTM C JACTOTOM cepred-
HeIX cokpareHuit (HCC) 51 B 1 muH. [Ipu pusukams-
HOM 00CJIeIOBaHNY OBLT BBISBICH CUCTOJMYCCKUI IITyM
¢ MaKCMMAaJIbHOW MHTEHCUBHOCTBIO B V TOUKE ayCKYIIh-
tanuu. I1o JaHHBIM J1a00PAaTOPHBIX MCCICAOBAHUI OBLIO
BBISIBIICHO TTOBBIIICHNE YPOBHS N-KOHIIEBOTO ITPOMO3-
roBoro HaTpuityperrmaeckoro rentuna (NT-proBNP) mo
170 rir/mn. ITo marabiM DOx0KI, BEIMONTHEHHOI B cTa-
LIUOHApe, BBISIBJICHBI NIPU3HAKKU accuMeTpuuHoi [JIK,
MakcuManbHO — B cpenneit tpetu MXKIT (mo 27 mwm).
Tonmmnaa M2KIT B 6a3anbHOM otaesnie 14 MM, TOJIIN-
Ha 3amHeil CTeHKU B 0a3aimbHOM oTmene 10 MM, B cpem-
Helt Tpetu 11 mm. Takke ObLIM BBISBICHBI MPU3HAKU
IUACTOJIMYECKOM TUChYHKIMHI JIeBOTO Xemymouka (JI2K)

33 rona,
BCC

62 rona,
BCC

70 ner 74 rona

II

43 roga 41 ron,

BCC

111

22 rona 16 ner

Puc. 1. leHeTnyeckoe gepeso.
Cokpauienue: BCC — BHe3anHas cepaeyHasl cMepTb.

mo 2 tuiry, IpaBoro xenymouka (I[12K) — mo 1 twmmy.
BrimmotHeHO Harpy3ouHoe TecTupoBanue, Ha DKI mmocie
BBITTOTHEHUST (DM3MICCKOM HATPY3KU PETUCTPUPOBAIICS
cunycoBblii put™ ¢ YCC 90 ya./MuH, OTMEUEHO He3Ha-
ynTenbHoe ymauHeHne QTc. YuuTeiBass BhIpakeHHYIO
runepTpoduio, IpU3HAKU CyO3HIOKApAUAIHHON WIIIe-
MHWHM MUOKapaa, a TaKxke HeOOCTPYKTUBHBIM XapakTep
KapIMOMHWONATUH, TIPUHSITO pelIcHNEe O Ha3HAUYCHUU
KapIMONPOTEKTUBHOI Tepanny 0JIOKaTOpaMU KaJIbIIre-
BBIX KaHAJIOB (BepallaMIll) B CTapTOBOI mo3e 40 MT/CyT.
[TpraMMas Bo BHUMaHWE OTCYTCTBHE Yy ITallCHTa 3ape-
TUCTPUPOBAHHBIX 3IMMM3000B HEYCTOMYMBOI XKeTyI0UKO-
Boit Taxukapouu (KT), Tommuay M2KIT <30 MM, a Tak-
K€ OTpUILATEIbHBIA Pe3ylabTaT MPOOBI ¢ (hU3UIECKOU
Harpy3Koii, aOCOMIOTHBIX MOKA3aHUN IS UMILIaHTAIINN
KapanoBepTepa-nedudpumigropa (MKI) Ha MoMeHT
TOCTIUTAIN3aUN He BBIsIBIIeHO. [TatunetHmit puck BCC
o kanekynsaTopy HCM Risk-SCD 6b11 onienex B 4,2%
(mpoMexxyTouHbIi puck). [lanueHTy 6bUTO0 pEKOMEHIO-
BaHO HAOIONCHUE Y Kapauojora 10 MECTY XXKHUTeIbCTBa,
orpaHnueHne (PU3MICCKUX HATPy30K, IIPOBEICHUE Te-
HETUIECKOTO TECTUPOBAHMSI, MATHUTHO-PE30HAHCHOMU
TOoMorpadun cepaia 1 mprueM peKOMEHIOBaHHOI MeIu-
KaMEHTO3HOI1 TepaItnu.

IIpu mpoBeneHNN MOJIEKYISIPHO-TEHETUICCKOTO Te-
CTUPOBAHUS OB BBIIBIIEHBI MyTaliuu B reHax ACTC]
u LDB3, a Takxke 00cJIeqoBaH POMIHOI Opar mamueHTa,
Y KOTOPOTO TaK:Ke BBISIBJICHBI MYTAallMd B TeHaX OCIIKOB
capkoMmepa n I'JI2K. CocTaBiieHO TeHeTUYECKOe AEPEBO
(puc. 1).

I1pu amOynaTopHOM HAOIIOAEHUN B TEUEHHUE TPEX JIET
3HAYUTEIBPHOM OIWHAMUKU COCTOSIHUSI HE OTMEUYasoCh.
ITo npanueiM Dx0KI B 2019-2020T1T BBEISBIEHO HapacTa-
Hue TommuHbel M2KIT mo 31 MM, a TakKe oTpUIIaTeIbHAS
nmabopaTtopHasl TMHAMWKA, B BUOC YBEIUUCHUS YPOBHS
NT-proBNP no 244 nr/min. 1o maHHBIM XOJTEPOBCKOTO
mouutopupoBanus DKI' (XMDKI) 2019-2020rr 3Hauu-
MBIX 3IM30I0B HAPYIICHUSI PUTMa BBISIBJICHO HE OBLIO.
IMatunernnii puck BCC no kanpkynsaropy HCM Risk-
SCD coxpansuics Ha ypoBHe 4,0-4,1% (1IpoMeXyTOYHBIIA
puck). HabGmogeHue ObLIO TIPOAOJKEHO, MEIUKAMEH-
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e o Tocnuta- Onuzon KT BriepBbie xano6bt CuHKOMNeD N30/ KAT, BeIsiBIIEH
afl) g(l;[ ;:ﬂ COVID-19 o XMBDKT Ha tuckomdopt DX, KynmupoBaHHbII MUOKapaAnuaibHbIi
x bl T3 Ummnanramus UK B obmactu 'K UK MOCTHUK
DB K 57% 58% 57% 59% 59% 62% 57% 60%
TMXIT 14,5 27 31 31 32 31 31 27
TITK N 8 8 8 9 9 9 7
I'1 BTJIXK N N 34 34 38 33 28 30
A BTITK N N N N N N N N
NT-proBNP H/IL 168 244 H/I 680 544 1366 1833
THIX H/IL 575 H/I H/IL 480 H/IL H/It 515
MeTornposon MerTornposon Metornposon Mertomnposion
100 mr/cyr. 100 mr/cyT. 100 mr/cyT. 100 mr/cyT.
Bepanamun Topacemua Topacemua Basicapran Basicapran
Tepamus Her 40 Mr/cyT. H/a H/a 2,5 Mr/cyr. 2,5 Mr/cyr. 40 Mr/cyT. 40 Mr/cyT.
DIuIepeHOH DIuiepeHOH DIuiepeHOH DIuiepeHOH
50 Mr/cyT. 50 Mr/cyT. 25 Mr/cyT. 25 Mr/cyr.
06.2017 03.2018 03.2019 2020 03.2021 05.2021 05.2022 08.2022

Puc. 2. BpemeHHas wkana.

Cokpawenus: I} BT/IXK — rpagneHT AaBneHus B BbIHOCSILLEM TpakTe NeBoro xenyaoyka, [ BTIK — rpaaneHT gaBneHus B BbIHOCSILLEM TpaKTe NPaBoro Xenynouka,
'K — rpyaHas knetka, XT — xenygoukosas Taxvukapams, UK, — umnnantupyembiii kapavoseptep-aedubpunnstop, KA — kopoHapoaHruorpadus, H/A — HET AaHHBbIX,
TMXIT — TonLwmMHa MexKenynoukoBoi neperopoaku, TMX — TonwmHa npasoro xenyaoyka, TLLUX — TecT wectuMmnHyTHOM X0a60bl, XM3KIT — xonTepoBckoe MOHUTOPUPO-
BaHue anekTpokapavorpammbl, OB JIK — dpakums BeiGpoca neBoro xenynouka, ®X — dubpunnaums xenynoukos, N — Hopma, NT-proBNP — N-koHLLEBOI NPOMO3roBoii

HaTpUAypeTUYecKnin NnenTua.

TO3Has Tepanusl He KoppeKTtupoBaiach. B konie 2020r
MMAIMEeHT TIepeHeC KOPOHABUPYCHYIO MH(pEKIMIo, 3a00-
JIeBaHME MIPOTEKAJIO B JIETKOM (popme, 0e3 OCITOKHEHMIA.

B mapre 2021, B Bo3pacrte 19 jeT mo pesyiabTaTaMm
XMOBKIT onur 3apeructpupoBan smu3on KT, Oblia pe-
KOMEHIOBaHA TOCTIUTAIM3ALNS C IICIbI0 UMIUIAHTALINT
WUK]JI. Ilepen omepaTUBHBIM BMEIIATEIbCTBOM OBLIO
IIpOBeAeHO 00CIemoBaHUE, IO pe3yabraTaM KOTOPO-
ro BBIABIIEHO HapacTaHue ToamuHbel MXKIT mo 32 MM,
tonmuubl cteHku 12K mo 9 MM, a Takxke yBenuueHue
ypoBHst NT-proBNP o 680 mr/mi. [lsatuiaeTHMil puck
BCC cocraui 9,5% (BbICOKMIt), B CBSI3W C YeM IMalIMECH-
Ty 0bU1 mMILTaHTUpOBaH MKII (Medronic Evera MRI S
VR Sure Scan). PekomeHmoBaHa Tepamnusi: METOIIPOJION
100 mr 1 pas/cyt., Topacemun 2,5 MI/CyT., SIUIEPCHOH
50 Mr/cyt. PekoMeHmoBaHa TTAaHOBAsS TIPOBEpPKa PaOOTHI
WUK]I uepes 1 rox.

Yepes 2 mec. mtociie umrutantanuy MKJI y manuenTa
MOSIBUJINUCH KaJloObl Ha TUCKOMGOPT B 00JIaCTU TPy.I-
HOI KJIETK!, KOTOPEIC He OBIIN CBSI3aHBI C (hM3MIECKOM
Harpy3Koil U He COIPOBOXIATNCH KAKUMHU-JINOO M3ME-
Henusamu Ha DKI. OT mpoBeneHUsT Harpy30IHBIX IIPOo0
B aMOYJIaTOPHBIX YCIOBUSIX OBUIO IPUHSITO PEIICHUE
BO3IEpKATHCA.

B Mmae 2022r y rmanieHTa Bo BpeMsl (pU3NIECKOIl HArpy3-
KU (O€T) pa3BUIICS T30/ ITOTEPH CO3HAHMS. 32 TIOMOIIIBIO
MMalIMEeHT He o0palajcs, OqHAKO TIPH TDIAHOBOM IIPOBEPKE
WK]I ObIn BBISBIIEH 3MNU304 (GUOPUIIISIIAN KEJTyTOYKOB
(®2XK), KoTOpHIit OBLT KYITMPOBAH Pa3psaoM IePpruOpHUII-

Topa 36J, B CBS3U C YeM IMALUEHT ObLI TOCIUTAIM3UPOBAH
B OTHEJICHNE KapOIUOXUPYPTUU C IO 0OCICIOBaHUS,
KOPPEKTUPOBKU Teparuu U HacTpoiiku padotel MKJI.

ITpu obcnenoBaHuM He ObLIO BHISIBIEHO MPU3HAKOB
ooctpykuuu BTJI2K B mokoe, mpu Harpy304HOM TECTHU-
pOBaHMM ObLIA 3apETUCTPUPOBAaHA HE3HAYNUTEIbHAS M-
Hamuueckast ooctpykumuss BTJIK, ogHako moka3zaHuit
IJIST OTIEpATUBHOTO JICYCHUS Ha MOMEHT TOCIIUTAIN3a-
UM BBISIBJICHO HE OBLIO. BHIITONHEHO IIepemporpam-
mupoBanue MKJI: yMeHbIIeHa YyBCTBUTEIBHOCTD IO
KeTyImouKoBoMy KaHaiy mo 0,4 MB, mmpoBeneHa Koppek-
s mapameTpoB meteKunu PXK B CTOpOHY yBEIMUCHUS
YCC ot 200 yn./MUH, YKOPOYECHHST BpeMEHU ACTCKIINI
o 18/24 mukios, yactora netekuuu KT yBenmmdeHa oT
150 yuo./mMuH. MennkKaMeHTO3HasT Tepalris Oblla CKOp-
pEKTUpOBaHA: OTMEHEH TOopaceMWJ, Ha3HaueH Ball-
captad 40 mr 1 pa3/cyr. AMUogapoH OBLT pacCMOTpPEH
K Ha3HAUYCHMIO, OMHAKO B CBSI3M C OTCYTCTBHEM KM3HE-
YTPOXKAIOIINX HAPYIICHWIT pUTMAa, JKeTyIOYKOBOIT 9KCTpa-
CHCTONIMEH BBICOKOM Tpamamuu 1mo Lown-Wolf o maH-
HbIM XMOKIT, MoIoasIM BO3pacTOM TTalleHTa, a TaKXKe
HamuuueM MK/ ot Ha3HaueHMsT aMruogapoHa ObLIO MPpU-
HSTO pelllcHhe OTKa3aThCsl. PeKoMeHImoBaHa IJIaHOBAS
TOCITUTAIN3ANMS C LEIbI0 TPOBEACHUS KOMITBIOTEPHOM
toMorpacduu (KT) kopoHApHBIX apTepuii.

Yepes 3 Mec. TaMEHT OBUT TOCTIUTAIM3UPOBAH B TIIA-
HOBOM IIopsiaKe. B ¢BsI3M ¢ HanmuueM kKajio0 Ha IHC-
KoM@OPT B 00JIACTH TPYITHOI KIICTKH, HEBO3MOXHOCTHIO
TIOJTHOCTBIO MCKITIOUNTH UIIEMHIO MUOKapa, ObUIO TIPH-
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KITMHNYECKWE CNYHAN
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HATO pemreHUe o mposeneHnn KT-aAarmorpacdum kopo-
HapHbIX apTepuii. 1o pesynsratam KT ObL1 BBISIBICH
MHUOKapOUaIbHBII MOCTHUK ITO XOOy TepemHeil MexkoKe-
JIyIOYKOBOit apTepun. IIpm BBHIIIMCKE MAIIUEHTY PEKO-
MEHIOBaHa KOHCY/IbTALINS KapIHOXUPypra, MeIMKaMeH-
TO3Has Tepamus ocTajiach 6e¢3 m3MeHeHHit. CorracHO
KOHCYJBTAlINA KapaIUOXUPYpra, MallueHTy IPEIIOKCHO
IanbHeitee HaOmoaeHne. JnHaMKa KIIMHIIeCKN 3Ha-
YUMBIX TTOKa3aTeJaeil mauueHTa Ha BPEMEHHOM IIKaje
MpeAcTaBiIcHa Ha PUCYHKE 2.

JInddepenuuanbiag auarnoctuka. JuddepeHumanb-
Hasl nuarHocTuka rpoBoamiack Mexnay 'KMIT u I'JTI2K
BTOPUYHOTO TIPOMCXOXICHUsS (apTepualibHas TUIIEp-
TeH3us, cropTuBHOe cepaue). Juarnos TKMII B maH-
HOM cJly9ae IIpEICTaBIsIeTCs Hambojiee BEpPOSITHBIM
Buay Haauuus [JI2K >1,5 ¢cM 1 1aHHBIX MOJICKYISIPHO-
TCHETUIECKOTO TECTUPOBAHUS, a TaKXKe aCHMMETPHU
TOJIILIMHBI MUOKapaa cerMmeHToB M2KII u riepenHeit cTeH-
ku JIXK ¢ ipeobnaganuem yrommenus M2XKII; mononoro
BO3pacTa IallMeHTa; YMEHBIIIEHHOTO 00bheMa ITOJIOCTH
JIK; nannuus guacronundeckoin auchynkouu JIZK. Ha
OCHOBAHMU XaJlo0, MTaHHBIX aHaMHe3a, MHCTPyMEHTAIb-
HBIX U JJaOOPATOPHBIX UCCIECNOBAHUI OB YCTAHOBIIEH
KIMHUYCCKUI TUATHO3.

OcHoBHOI1 TnarHo3: Heo6cTpykTBHAS (popMa acuM-
MetrpuuHoit [KMII, cemeitnast popma (MyTamus B TeHaX

ACTCI u LDB3). MuokapauajdbHBIII MOCTHK TIO XOIY
nmepemHeil MeXKeIyoouKoBOi apTepun. HapymieHme
putMa cepama: dmmson XK ot 24.05.2022, KynmupoBaH-
HBIU paspsaoM aebubpmnrstopa 36J. Heycroitunsas
XKT. Ummnantaums UK ot 2022r.

OcIoXHEeHNe OCHOBHOI'O OHMAarHosa: XpoHmJecKas
cepmeyHast HemoCTaTOYHOCTh IIA cTamum ¢ coxpaHeHHOI
dpakuueit Beiopoca JIXK (60%), 1 dyHKIIMOHATBEHOTO
kiacca nmo NYHA.

HNcxon u nocaenywomee Hadmomenne. B mpoiecce Je-
YeHMSI YMEHBIIMIACh BRIPAXKCHHOCTD ONBIIIKN, aHTH-
HO3HBIC TIPUCTYITHI Ha (hOHE YMEpPeHHOI (hU3MIecKoit
Harpy3ku IMpeKpaTUWINUCh, TOCTUTHYT MAaKCUMAJIbHBIN
TepaneBTuyeckuii addexr. I1pu ganbpHeimem HaOI0-
IEeHWU OTMeYallach IMOJIOXKUTEIbHAsT TMHAMUKA B BH-
ne ymeHbeHus toamuHael M2KII, ctenkn 1K no 27
n 7 MM, cooTBeTcTBeHHO. OTMeUuaeTcss HapacTaHHe
ypoBHs1 NT-proBNP. [TauneHT B HacTosiee BpemMs Ha-
OomaeTcsT y KapauoJjora, OT OIepaTUBHOTO JICUCHUS
MHOKapIUaIbHOTO MOCTHKA OTKA3bIBACTCS B CBSI3U C OT-
cyrcrBueM Xkajmob. Ha DKI 6e3 nmHaMuKK (pUTM CHHY-
COBBIN, HOpMaJIbHOE ITOJIOXKCHNE 3ICKTPUICCKON OCH
cepmua, mpu3Haku [JIK, mempeccus cermenta ST B oT-
Benenusx 11, 111, AVF, V4-V6 1o 1-2 MM, oTpunateib-
Hele T mry6unoit ot 2 1o 6 MB; (+/-) T B oTBeneHUAX
V3-V4) (puc. 3). 1o maHHBIM TUTAHOBEIX TTpoBepoK MKJI
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n XMOBOKI 3a mocieguue 2 roga He ObIIO 3apeTUCTPUPO-
BaHO HU OTHOTO 3IM307a XN3HEYTPOKAIOIINX HapyIIIe-
HUI pUTMa Cepalia.

OGcyxpeHune

HecMoTps Ha ycneniHyio TepBUYIHYIO TTPOGIIIaKTH -
ky BCC B maHHOM KJIMHMYECKOM IIpUMEpPE, TT0 JaHHBIM
OTEUYECTBEHHBIX aBTOPOB, B POCCUMCKON ITOIYISIINN
yactoTa BCC ocTaeTcst BEICOKOM M IPEBBIIIACT TaKO-
BYIO B 3alTalHBIX MOIYJISLIMSIX IIpUMEpHO B 2 pa3a [8].
Ha ceromHsImmHMiI eHb OMyOJMKOBAHO 3HAYUTEIBHOE
KoJmuyecTBO padot, nocBsauieHHbIX [ KMII, HO maHHBIe
IT0 KOHKPETHBIM TeHOTUITNYECKUM BapHaHTaM 3a0oJie-
BaHUs orpaHWYeHHEI [9]. s maHHOTO KIMHUYECKOTO
cIIyJast IIpruMeJaTeIbHBIM SIBJIICTCS TCHETUICCKUIA Bapy-
anT 'KMII. Myranuu B renax ACTC1 n LDB3 sasnsnorcsd
penKUMH, a B HAyIHOM JIUTEpaType 3a IOCICTHUE 5 JIeT
OITMCAHO BCETO TPY KIMHNICCKUX CITydast C TaHHOM TeHe-
THUYECKOM aHOMaJIneit, YTO OOYCIIOBIMBAECT 3HAUMMOCTh
9TOTO Ciyd4as IJiss HaydHoro coobmectBa. CoderaHme
runieprpodum JIXK u ITTXK, nHanuume MmuokapauaabHO-
ro moctuka, smm3onsl KT u @K MoryT OBITH CBSI3aHBI
C TeHETHMYCCKNM BapuaHTOM 3abosieBaHUsA. OCHOBHOMU
3aavycii B BeICHUM JAHHOTO MallMeHTa CTaja TMHAMU-
yeckas oneHka pucka BCC, KoTopsrit 10 MOMEHTa pe-
ructpauun XT mo ganneiMm XMODKI ocTtaBayicsa mpo-
MEXYTOUHBIM. Ha3zHaueHMe MeIMKaMEeHTO3HOM Teparmu
ITO3BOJIMJIO HECKOJIBKO YMECHBIIUTh JAaHHBIA PUCK, OI-
HaKoO, C Y4ETOM BCEX MMEBIIMXCSI TaHHBIX, OIIEPAaTUBHOE
JIeYeHHe IUIST TaHHOTO ITalleHTa OBLIO €MMHCTBCHHOMN
BO3MOXHOCTBIO CYIIECTBEHHO ITOBJIUSATH Ha ITPOTHO3
3a0oneBaHusl. TpeOyeTcst Oosiee THIATEIbHOE M3YyYEHUE
ocobeHHocteil TeueHusa ' KMII ¢ naHHBIM TEeHOTHUIIOM
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11T (OPMUPOBAHUS JIYUIITNX CTPATETUI TI0 YIIPABICHUIO
pPUCKaMM y TaHHOM TPYMITHI MAIleHTOB.

3aknoyeHue

JlaHHBIN KIMHUYECKUI Cy4yail IeMOHCTPUPYET Teue-
Hue 'KMII, pa3BuBliieiics B 1eTCKOM BO3pacTe U HabJI10-
JlaeMoIi B TeUEeHUE HECKOJIbKHUX JIET BpauOM-KapAaruOJI0roM
B3pocibiM. Crpatuduxamnus pucka BCC, B T.4. TIiaTesib-
Hasl OlleHKa CEeMEMHOTro aHaMHe3a, TMHAMUWYeCKOoe Ha-
omonenne ¢ BeimoHeHeM DxoKI, XMOKI no3ponmia
CBOEBPEMEHHO OMpeNeUThb MOoKa3aHUusl K UMILIaHTaLuU
MK]JI u xynupoBaTh Takoe rpo3Hoe ocnoxHeHue 'KMII,
Kak @XK. [MpodunmakTnueckre MEPOTTPUITUS TTO3BOIMIIN
COXpPaHUTb MALUEHTY XW3Hb, YIYYIIUTh IPOTHO3, a TaK-
K€ 3aTOPMO3UTD U JaXKe HECKOJIbKO YMEHBIIIUTD TPOrpec-
cupoBanue ['JI2K, yTo mo3BojisieT IpenoTBpaTUTh, WIH,
o KpaliHell Mepe, OTJIOXUTh Ha 0ojiee MO3OHUI CPOK
HEOOXOAMMOCTb OIlepaTUBHOTO JieueHus. He mocnenHioro
pOJIb B Cyab0€ JaHHOTO MallMeHTa Chirpaia MpeeMCTBEH-
HOCTb MEXIy CTAallIMOHAPHBIM U aMOYJIaTOPHBIM 3TaramMu
JIeueHUsI, KOTopasl MO3BOJIMJIa BOBpeMs HalpaBUTh Ia-
IIMEeHTA Ha OINepaTUBHOE JIeUeHUE, a TaKXKe MPOBOAUTH
B IaJIbHEHWIIEM TMHAMUYECKYIO OLIEHKY MapaMeTpoB Ie-
MOJIMHAMUKU U CEPAEYHOTO PUTMA.

HNudopmuposannoe coracue. OT manyeHTa MoJyIeHO
MICbMEHHOE TOOPOBOIbHOE MH(POPMUPOBAHHOE COTJIA-
cue Ha IyOIMKAILMIo Pe3ybTaTOB 00CIeI0OBAHMS U Jieue-
Hud (mata mognucanus 10.10.2024).

OTHomeHHus U JAeATEeIbHOCTb: BCE aBTOPHI 3asIBIISIIOT
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