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O6ocHoBaHue. [nneptpopuydeckas Kapamommonatus (FTKMI) aBnsetcs ogHou u3 Hanbosiee 4acTbiX MPUYMH BHE3AMHOM
ceppeydHon cmeptn (BCC) monoabix nogen B Bospacte 4o 35 net. [Mpu atom BCC MOXKET 6biTb NEPBbIM U €AUHCTBEHHbIM
KJIMHNYECKMM MPOsiBAEHUEM 3aboseBaHus y geten. OnucaHne KaMHU4YecKoro cayyas. [lauymeHtka ¢ FTKMIT v HU3Kum
PUCKOM cepAeYqHbix cobbITUI nepeHecsaa nepsbi anu3oq BCC B Bo3pacte 12 neT 4 mec Ha poHe PU3NYECKOMN Harpy3Ku.
3anogo3peHa ocTpas MwemMns MMoKapaa BCieAcTBUE aHOMaJInn KOPOHaPHbIX apTepmii — «MbILUEYHOr0 MOCTMKa», KOTopasi
SIBUAch TPMUITEPOM 3/10Ka4€CTBEHHbIX }KEJyA04YKOBbIX apUTMUNA, NPUBEALUNX K OCTAHOBKe cepaua. [is BTOPUYHOM Mpo-
¢unaxktmku BCC npoBefeHa ycTaHOBKa MMIIaHTUPYEeMOro Kapanoseptepa-gepubpunnsatopa (MKL). OaHako 3a6osieBaHue
nporpeccrpoBaso, pebeHOK NnepeHec ele ABa dnMn304a OCTaHOBKM KPOBOOOPALUEHUS BCAEACTBUE QUOPUIISLMU XKeny-
[I04KOB, KYNMpPOBaHHbIX pa3psgom MK/ n peaHumMaynoHHbIMM MepornpuaTuamu. llpoBegeHa KOppeKUUs 1eKapCTBEHHOM
Tepanuu u pexxumoB MK/ PeBackynspusauusi MMOKapaa He npoBejeHa Ha OCHOBaHMM BbICOKOIO OnepaLMoHHOro PUCKa.
3aknoyeHne. [lokasaHbl TPYAHOCTH BefeHMs nauneHTku ¢ TKMII, oCc/loXHEHHON pa3BUTHEM OCTPOK MILIEMUU MUOKapaa
BC/IeICTBUE BPOXAEHHON aHOMaslnn KOPOHapHbIX apTepui. CornacHo TPaanLUMOHHON OLIEHKE, ULIEMMUS MUOKapaa y AeTen
He cyuTaeTcsa «6osblunM» pakTopom pucka BCC. OgHaKko, KaK rnokasasno Halle Hab/togeHne, OHa MOXXET ObiTb TPUITEPOM
KU3HEYIrPOXKAIOLMX XKENYAOYKOBbIX aPUTMUI M HEOAronpUSITHO BIMSATb Ha NPorHo3 MKMI.

KnroueBbie cnoBa: feTu, runeptTpopuyecKas KapamomMmonaTms, CUHKOMNasAbHble COCTOSIHUS, BHE3arHas cepaeyHas CMepThb,
«MbILLIE€YHbIE MOCTUKM»
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OBOCHOBAHME (MYBPC3), pexe — reHoB CepAeyHbIXx TPONOHWHOB T U |,

MnepTpoduyeckasa kapavomuonatusa (FTKMI) — reHe-
TMYeCcKoe 3aboneBaHWe, XapaKTepuayloleecs rMnepTpo-
duren mmokapga nesoro (J1XK) n/unun npaBoro enyao4kos
(M), He cBsA3aHHOE C NOBbLIWEHMEM NOCTHArPy3K1 Ha MMUO-
Kapa, KnanaHHoM natonorven, Nopokamu cepaLa u aHoma-
MMM KOPOHapHbIX apTtepuit [1, 2]. logoBas 3aboneBae-
MocTb TKMI B geTckon nonynsunn BapbUpyeT B npeaenax
o1 0,24 po 0,47 Ha 100 Tbic. aeten [3]. NuK 3ab6oneBaemo-
CTW NPUXOAMTCS Ha BO3pacT A0 1 rofa; Bo BCEX BO3PACTHbIX
rpynnax, kpome mMnageHues, NTKMI vawe anarHocTUpyoT
y ManbumkoB [4]. B 60-80% cnyvyaeB passutne TKMII
CBfiI3aHO C MNaTOreHHbIMWU FEHETUYECKUMKU BapuaHTamu:
y 35-50% nauueHTOB — reHa TsKenow uenu B-mMmosvHa
(MYH7), y 25-39% — MWO3UH-cBA3bIBalollero 6enka C

a TaKkKe a-TpornomuosuHa (TNNT2, TNNI3, TPM1) [2, B].

Y peten T'KMI npeanaraetcs guarHoctupoBaTtb Mpu
yBeNMYeHnn ToNWKUHbI MMoKapaa JIXK 6onee 2 (ana geten
C CeMelHbIM aHaMHEe30M 3a60sIEBaHUSA WU MOJIOXUTESb-
HbIM FEHETUYECKUM TeCcToM) unu 2,5 (y aeten 6e3 CUMNTo-
MOB M 6€3 CeMeNHOro aHaMHe3a 601e3HU) CTaH4apTHbIX
OTKJIOHEHW# (Z-score) OT 3Ha4YeHUn B MONynaLun COOTBET-
CTBYIOLLEro Bo3pacTa v nosna [2]. B nocnenHee Bpems, yuu-
TbiBasi, 4TO MOPOroBble 3HA4YEeHMs TONWMHbI MHOKapaa JIK
y AeTen He onpeaeneHbl, ans anarHoctnku FKMIT pekomeH-
[yeTcq MCnosib30BaTh MOKa3aTesn, 3KBUBaNEHTHble Kpu-
TEPUSAM TOJILWLMHbBI CTEHOK Y B3pocC/bix — 6-7 z-score [6].
Mneptpodusa mrokapaa npu NKMI 06bI4HO acUMMETPUY-
Ha W 3aTparnBaeT no 6oJiblen YacTu 6a3albHylo 4acTb
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MexKenygoykoson neperopogku (MXKM) [1, 4]. WHoraa
rMnepTpodus pacrnpocTpaHseTcs Ha apyrue o6aactu MMUo-
Kapaa (BepxyLuKy, 3agHtoto cTeHKy JIXK, cteHKku MK — 6useH-
TPpUKynapHasa runeptpodus), 4em NpPoAMKTOBaHa HeOO6Xo-
OMMOCTb CEermMeHTapHOro aHanuMsa npu Bu3yanu3auuu
Kak JIXK, Tak n MK [7].

KnuHuyeckne npossnenmns FKMIT WKWPOKO BapbUpyOT:
OT 6eCCMMMNTOMHOIO TEYEHUS OO0 BHE3aNnHOM cepaevyHoun
cvmeptn (BCC) [8]. B ocHOoBe cMMNTOMOB, KaK MpaBuno,
anactonnyeckas AMCOYHKLUMS KenyaoyKoB ¢ dopmupoBa-
HWEM CUHAPOMaA HU3KOro cepaeyvyHoro Bbi6poca, 06CTPYKLINA
BbIHOCALWMX TPAKTOB 06O0MX XKEeNnygo4yKoB, OTHOCUTE/bHas
KOpOHapHas HeAOCTaTOYHOCTb M3-3a HECOOTBETCTBUSA MEX-
[y NOTpe6HOCTbI0 MUOKapaa B KWCIOpOAEe M ero JocTaB-
KOW, a TaKe nepecTporka npoBoAslen cucTembl cepala
BC/IEICTBUE BbIPaXXEHHON rMnepTpodmMn € MnocneayLinm
Pa3BUTUEM XKUIHEYrPOXKAIOLWMX HKENYA0YKOBbLIX HapPyLLEHWUNH
putMma [9, 10]. B TepMHHanbHOW CTaaMn K Ouactonuye-
CKOW AMCOYHKLMM MWOKapaa NPUCOEOMHSAETCA CUCTONMYe-
cKkasd. OBMOpPOKM OTMEYaloT Y KaxKAoro LWeCToro B3poc/ioro
¢ TKMIT (~15%) [11], Toraa Kak cpean geten ¢ TKMI
pPacnpoCTPaHEHHOCTb CUHKOME HWXE W BapbupyeT B Aua-
nasoHe ot 3 go 10% [12]. Bo3HWKHOBEHME OOMOPOKOB Mpw
TKMIT cBa3blBalOT C pa3BUTMEM 3/10KA4YECTBEHHOW Keny-
[OYKOBOW TaxnMKapaumn ¢ BbICOKUM PUCKOM TpaHchopMaLmm
B ¢ubpunnaumio xenygodykos M BCC, a Takke C AUHaMu-
4YecKon OO6CTpPYKLMEN MnyTen OTTOKa KPOBU M3 BbIBOAHOMO
otaena JIXK (BOJIXK) BcneactBue OBUMKEHUS YASIMHEHHOM
nepegHen CTBOPKU MUTPANbHOro KianaHa K YTONWEHHOWM
M1 BO Bpems CUCTONbI, YTO cO3AaeT NpensaTcTBME cepaey-
HOMy Bbl6pocy B aopTy — SAM-deHomeH (systolic anterior
motion) [13]. PaznuyaloT HEOOBCTPYKTUBHYIO U OBCTPYKTUB-
Hyto TKMI1, nocneaHiold AMarHOCTUPYIOT MpPU 3HAYEHUAX
NMUKOBOIro rpaaveHTa Bbilwe 30 MM pPT. CT. (B MOKOE WK Mpu
Harpyske) [14]. MoXHO npeanonoXuTb, 4YTO OBCTPYKTUB-
HbI BapuaHT TKMI1 accounnpoBaH ¢ 6onee HebnaronpuaT-
HbIM MPOrHO30M, OHAKO B KOrOPTHOM MCCNef0BaHWM CBA3b
o6¢TpyKumMm BOJIXK ¢ puckom BCC 6bina noaTeepxKaeHa

TONbKO Ansa nuu ctapwe 18 net [15]. MakcnmanbHbIM pUCK
cmeptu geten ¢ FKMI1 oTmeyeH B nepBble 2 roga nocne
NMOCTaHOBKW AMarHo3a, BTOPOM MUK NPUXOAMTCS Ha NOAPOCT-
KoBbIM Bo3pacT [16]. CmepTHOCTb aeTen ¢ FTKMI 3a 5-neTtHui
nepuog coctasnsaet okono 3% [1, 4, 6].

dakTopamu pucka BCC y geten ¢ TKMI1 cuutatoT ocra-
HOBKy cepaua B aHamHe3e (npepBaHHbin anu3on BCC
B pe3ynbTaTe yCrnewHoW cepaevyHo-1ero4yHon peaHumaumm,
cpabaTtblBaHUA UMMIaHTUPOBAHHOIO KapavoBepTepa-aeduno-
punngatopa (MKQ) wnn pasBuUTUA CMOHTAHHOM YCTOMYMBOWM
KENyoo4YKOBOW TaxnKapaunu), Halmume BblpaxeHHOW runep-
TpoduM MUOKapAa C TOMWMHON cTeHKM JIXK B ntobom cer-
MeHTe 6onee 30 MM Mnn 6onee 6 z-score, ANN304bl CUHKOMNE
B aHamHe3e (y MauWMeHTOB C HeaBHUMU HEOOBbACHUMbIMU
obmopoKamu puck BCC B 5 pas Bblille, 4eM Y NaLuneHToB 6e3
CUHKOME), 3nM304bl HEYCTOMYNBOW KENYAOHYKOBOW TaxmKap-
anMn (= 3 nocnepoBaTeNbHbIX XENYA0UYKOBbIX COKpaLLEHWUNH
¢ yactoton = 100 ya./mMuH vnn = 120 ya./MuH Npoaon-
*}utenbHocTblo < 30 c), yBeNMYeHue NeBoro npeacepavs
(MaKcuMarsnbHbIM NepegHe3agHUi TMHENHbIM OAnaMeTp SIeBO-
ro npeacepavsl, U3MepeHHbIn B KOHLE CMCTOMbl NO napa-
CcTepHanbHOW nNpoaosnbHOM ocu, > 2 z-score) [2, 17, 18].
JononHutenbHbiMu dakTtopamu pucka BCC y geten ¢ TKMI
(MpOrHoCcTUYEeCKOe 3HaA4YEHNE YCTaHOBNEHO Y B3POC/bIX) CYK-
TalT GUOPO3 MUOKapAa, BbiSBASEMbIA MO OTCPOYEHHOMY
HaKOMMEHUID KOHTpacTa (= 2%) — ragonvHug — npu npo-
BEeAEeHUWN MarHMTHO-pe30HaHCHON ToMorpadum cepaua [19],
MU reHeTnyeckne dakTopbl (NaTOreHHble BapuaHTbl reHa
TAXenon uenu B-muosuHa) [5, 18, 20]. B pykosoactse
EBpoOnencKkoro KapamMonornyeckoro obuiectsa no BeAEHUIO
B3pOC/bIX MaLUMEHTOB C KapauoMuonaTMen B 4ucie BOS3-
MOHbIX GaKTOPOB PMUCKa 0OCYKAAlOTCH CeMENHbIN aHamMHes3
BCC, o6cTpykumnsa BOJIXK, annkanbHas aHeBpuM3Ma U CUCTO-
nnyeckas auvchyHkuma JIK, dubpunnaumsa npeacepaumn
M UWEMUS MMOKapada, OAHAKO MX MPOrHOCTUYECKOEe 3Hauye-
HWEe y OeTen He ycTaHoB/eHO [21]. Takum 06pa3oM, MOXKHO
KOHCTaTMpoBaTb, 4TO0 BeposaTHocTb BCC y pgeten ¢ TKMI
He noagaeTcs TOYHOW OLEHKe. M3BecTHble daKTopbl pUCKa
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“Muscle Bridge” as a Possible Risk Factor for Sudden Cardiac
Death in a Child with Hypertrophic Cardiomyopathy: Case Study

Background. Hypertrophic cardiomyopathy (HCM) is one of the most common causes of sudden cardiac death (SCD) in young adults
under the age of 35. SCD may be the first and only clinical manifestation of the disease in children. Case presentation. Female patient
with HCM and low risk of cardiac events suffered the first episode of SCD associated with physical activity at the age of 12 years
4 months. Acute myocardial ischemia was suspected due to abnormal coronary arteries, “muscle bridge”, that was the trigger of
malignant ventricular arrhythmias leading to cardiac arrest. Implantable cardioverter defibrillator (ICD) was installed for secondary SCD
prevention. However, the disease has progressed, and the child suffered two more episodes due to ventricular fibrillation, managed by
ICD and resuscitation measures. Drug therapy and ICD regimens were adjusted. Myocardial revascularization was not performed due
to high surgical risk. Conclusion. Difficulties in management of patient with HCM complicated with acute myocardial ischemia due to
congenital coronary arteries anomaly are presented. Myocardial ischemia is not considered as “large” risk factor for SCD in children
(according to traditional evaluation). However, it can be a trigger for life-threatening ventricular arrhythmias and negatively affect HCM
prognosis as it has been shown in our observation.
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y aeten ¢ FTKMI1 He oxBaTbiBalOT BCEN MOMAHOTbI KIMHUYECKNUX
CUTYyauUMK, B YaCTHOCTKU, He ficHa pofb B HacTynneHun BCC
MWEeMUN MUOKapaa (B TOM Yucne BCNeACTBME BPOXKAEHHbIX
aHoMasM KOpPOHapHbIX apTepuin) U aHEBPU3Mbl BEPXYLLKK
JIK. Noatomy KAMHMYECKMe HabnaeHus, onucbiBatoLlime
Heb6naronpusaTHble BapuMaHTbl NPOrHo3a 3aboneBaHusa Mpu,
Kasanocb Obl, HU3KOW arperaumm AoKa3aHHbIX (GaKTopoB
pUCKa, NPeACTaBAAIOT HECOMHEHHbIM MHTEPEC.

KNUHUYECKUA NPUMEP

O nauueHTe

[esoyka M., Bo3pacT 8 net 11 mMec, BrnepBble rocnuta-
nn3npoBaHa B NpoduibHOEe oTaeneHue pecnybiMKaHCKOM
KNMHUYECKON GONbHULbI AN KOMMEKCHOro o6cneaoBaHmsa
W Nle4eHns ¢ aMarHo3omM «Heo6CTpyKTUBHasS runeptpoduye-
CKas Kapavomuonatus, deHomeH WPW».

AHaMHe3 60/1e3HHU

C 3-neTHero Bo3pacTta pebeHOK HaxoauTcsa noj Habsto-
[IeHWeM Kapauosora no noBoay TPaAH3WTOPHOrOo CUMHAPOMA
Bonbda — MapKuHcoHa — Yanta (WPW). B Bo3pacte 6,5 net
anarHoctupoBaHa KMI, Heo6CTpyKTMBHasA popma (TOLWMK-
Ha 3agHen cteHKn JIXK n MK coctaBnsana 5-8 mm). XKanob
[eBoYKa He npeabsaBngana. Haxogmnacb nog HabnwaeHUEM
B ambynaTopHbIX ycnoBusx (axokapaunorpadus (AxoKr) 1 pas
B rofl, Kypcbl MeTabonyecKon Tepanum). 3a 2 roga Habno-
[leH1s1 pa3mMepbl NonocTer cepaua, nokasatenu LeHTpasb-
HOM reMoAMHaMWKKW OCTaBajMCb B Mpefenax BO3pacTHOM
HOPMbI, HO TOJLWKWHA CTEHOK MMOKapaa JIXK yBenuuunacb
MaKCUManbHO A0 12 MM, NOABWUINCH Kanobbl HAa He3Ha4u-
TENbHYIO OAblILWKY NPX NogbeMe Mo NIeCTHULE Ha 4-1 aTax,
4YTO CTano MoBOJIOM A/1s FOCMMUTaANM3auuMn B CTalMoHap no
MECTY WUTENbCTBA.

AHaMHe3 XN3HU

Pe6eHOK OT nepBov 6epeMeHHOCTH, NPOTEKABLUIEN C TOK-
CMKO30M MepBOM MOAOBMHbI, MEPBbLIX CPOYHbLIX POLOB.
3akpuyana cpagdy. Macca Tena npu poxageHmn — 3150 T,
anvHa tena — 50 cm. K rpyav npunoxeHa B 1-e cyT. lNepuoa
HOBOPOXAEHHOCTM NpoTeKkan 6e3 ocobeHHocTen. Ha rpya-
HOM BCKapmaMBaHuu o 1 roga. dPusnMyeckoe M HEPBHO-
NcUxXn4ecKoe passuTne — no Bo3pacTty. [podunakTnyeckune
NPMBUBKKM — MO Bo3pacTy. lepeHeceHHble 3aboseBaHuUs:
OCTpble pecnupaTtopHble MHOEKLMU, BETPsiHas ocna. KoHTaKT
¢ 60/bHbIM TY6EPKYNE30M OTpULaET.

CemeHHbINH aHaMHe3

Y MaMbl pebeHKa runepTpoduyeckas Kapamomuonartus,
cuHgpom WPW, y Kapaumonora Habnogaetca HeperynsipHo,
Nle4YeHUs He MonyyaeT, y oTua — XKenygo4yKoBas 3KCTpacu-
cTonus (y Kapanonora He Habngaetcs), 6abyliKka no JNHUK
nanbl yMepna B Bo3pacTte 49 fneT oT cepAeyHon HegocTaToY-
HOCTH, AedylKa no JIMHUKM MaMbl yMep B Bo3pacte 48 net
OT UHdapKTa MMOKapAaa.

dusuKkanbHaa AMarHocTuka

Ha MOMeHT nocTynneHus B ctauuoHap poct — 132 cwm,
Macca Tena — 28 Kr. CoctosiHne pebeHKa cpegHen CTeneHu
TsecTu. Co3HaHWe fCHOe, aMOLMOHa/bHbIM CcTaTyc MoJo-
XUTENbHbIN. KOXKHble MOKPOBbI 61€4HO-PO30BbIE, YUCTbIE.
ACTEHMYECKOro TenocnoxeHus. Cn3nctble 060/104KM BNax-
Hble. KOXHble NOKPOBbl YMUCTblE. [TOAKOXHO-XXMPOBOWN COM
pas3BWUT YMEpPEeHHO, pacnpefeneH paBHOMepHo. Hocosoe
OblxaHne cBoboaHoe. JlumbaTtnyeckume yanbl: NOAYENOCTHbIE
no 1-1,5 cm, 6e360/1€3HEHHbIE, HE CNasiHHbIE C OKpYyXa-
IOWMMK TKaHamu. LUuToBuaHas Kenesa He nanbnupyetcs.
AYCKynbTaTMBHO B JIEFKUX [blXxaHWe BE3UKYyNsapHoe. Xpunos

HeT. [epKyTopHbIA 3BYK NeroyHbii. Yactota AblxaHuUa —
19/muH. ToHbI cepaua sicHble. HacToTa cepeyHbix COKpalle-
Huh (HCC) — 80 ya./MUH, pUTM NpaBW/ibHbIX, BbICNYLLUMBaET-
CS Herpyobl CUCTOIMYECKMIA WIYyM BO 2—3-M Mexpebepbe
cneBa OT rPyauHbl, yCUnnBaeTcs nocne 5 npucegaHun, He
NnpoBOAMTCS 3a npefenbl cepaua. BepxyweyHbl TONYOK
B 5-M Mexpebepbe cnesa. [TepKyTOpHO rpaHuLbl cepala He
paclnpeHbl: BEPXHAA rpaHuua — ll, nesas rpaHuua — nesas
CcpeaHeKsYMYHas NMHKS, NnpaBas rpaHuLa — npasBbli Kpan
rpyauHbl. MNynbcauus 6eapeHHbIX apTepuin YooBNETBOPUTENb-
Has. NevyeHb B NpaBoM nogpebepbe, He yBenndeHa. Kpan
neyeHU anacTuyHbIn. CeneseHKka He yBennyeHa. CUMMTOM
NoKoNna4YnBaHUs oTpULLaTENbHbIN C 06EeMX CTOPOH. Buanmbix
OTEKOB HeT. YacToTa MoyeucnyckaHmn — 5 pa3 B CYTKM.
Onaypun Het. Ctyn — 1 pa3 B 1-2 cy1, opopmieH. HapyKHble
MOJI0BbIE OPraHbl MO KEHCKOMY TUNY. IHAOKPUHHAS cucTema:
nanbnupyeTcs nepelleex WMTOBUAHOM Kenesbl. BTopnyHble
NnofoBble NPU3HAKKM — NO BO3pPacTy.

MpepBapUTenbHbIA AUArHo3
AcMMMETpUYHasa HeoBCTPYKTUBHAas runepTpoduyeckas
Kapanomuonatus. AKIr-eveHomeH WPW.

AnHamuKa u ucxopabl

lMpoBeaeHo gononHuTenbHoe ob6cnegoBaHue. o aaH-
HbIM AXoKI — runeptpodua MMKI B nepegHebas3anbHOM
W CpedHeM Crosix, MakcumanbHo Ao 14 MM, 6e3 06CTPYKLMHK
(cm. Tabnuuy). MNpu cTaHgapTHOW a3neKTpoKapauorpadumn
(BKI) 1 no pesynbTaTtam XONTEPOBCKONO MOHUTOPUPOBaHMUS
OKI — npusHaku npexogsuero ¢eHomeHa WPW, cKIoH-
HOCTb K GpagMKapamMv B TeYEHMEe CyTOK, OTCYTCTBME Hapy-
LWWEHUN pUTMA W Xopollas TONEePaHTHOCTb K (U3UYECKOM
HarpyskKe no peaynbrataM JIECTHUYHOW NPOoObl.

YyutbiBasi OTCYTCTBUE Kanob Ha cepauebueHne, CUHKO-
nafbHble COCTOSHUS, HE3HAYMTENbHYID TMNEPTPOPUIO MMO-
Kapaa JIXK (< 2 z-score) U OTCyTCTBME HapyLUEHUK pUTMa No
[aHHbIM XONTEPOBCKOro MoHuTopmpoBaHua IKI, pebeHKy
pPEKOMEHA0BAHO HabnogeHWe Kapanonora no MecTy XuUTesb-
CcTBa, crneunduydeckasa Tepanusa 6eTa-agpeHoboKaTopamu
He noKasaHa.

AmbynatopHoe o6cnegoBaHue B Bo3pacte 10 neT He
BbISIBMI0 OTpULIATENIbHON AMHAMUKKU NoKasaTenen IxoKT.

B Bo3pacte 11 net 5 Mec no AaHHbIM XONTEPOBCKOro
MoOHUTOpUpoBaHMa IKI B amOynaTOpHbIX YCNOBUSAX 3aduK-
cupoBaH 1 6eCCMMMTOMHbIM 3MNU304 HEeYyCTOMYMBOW cyrnpa-
BEHTPUKYNSpHON Taxnkapanun ¢ HCC 197 ya./MuH.

B BospacTte 11 net 10 Mec BnepBble NOSABUINCH XKanobbl
Ha cepauebueHune. [leBoyKa rocnutanm3vpoBaHa B Kap-
[MONOrnM4yecKoe OTAeNeHne pPecnybiIMKaHCKON KIMHUYECKOM
605bHULbI. Ha SKIN — 6e3 cywecTBeHHOM AnHaMKKK (puc. 1).
Mo aaHHbIM IxOKI — acummeTpuyHasa FTKMIT ¢ makcumarnb-
HoM TonwmnHoM MMKI 19-20 mm (5,78 z-score). Mo pesynb-
TaTaM XONITEPOBCKOro MoHuTOpmpoBaHua IKI HapyleHun
puTMa He 3aperucTpupoBaHo. HayaTa Tepanus 6eTta-agpeHo-
6/10KaTOpaMu: y4uTbiBast CKIOHHOCTb K 6paanKapamu, aTeHo-
1071 Ha3Ha4eH B fo3e 6,25 mr 2 pasa B cyTku (0,5 mr/Kr/cyr).

B BospacTte 12 net 3 mec pebGeHOK BMepBble rocnuta-
NIM3NPOBaAH B Kapauonornyeckoe oraeneHme deaepanbHoro
LleHTpa 415 OKa3aHWS BbICOKOTEXHOOTMYHON MEANLIMHCKON
nomowm. Mo paHHbIM 3AxoKI — acummeTtpuyHaa TKMII
C MopaKeHMem MuoKapaa 060oMX MKEeNyAOYKOB W MaKCu-
MaNbHOW TONLWMHOW B MPOEKLMM GazanbHOro U cpegHero
nepegHenaTtepasnbHbix cermeHToB Ao 24 mm (5,89 z-score).
B npoeKkuun Bepxywkun JIXK TonwunHa 3agHenatepanbHoOro
W nepegHenartepanbHOro cermeHToB — A0 13 mM. [pr3HaKoBs
NlaTeHTHOM AMHaMKu4yeckomn ob¢eTpyKummn BOJ1XK He BbisBEHO.
Mo AaHHbIM XONTEPOBCKOrO MoOHWUTOpUpoBaHus IKI: CUHY-
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KnuHuyeckoe HaGniopeHue

Ta6nuua. MNokasaTtenu axokapanorpadum naumeHTkn M. ¢ Heo6¢TpyKTBHOM FTKMI B AHaMuKe
Table. Echocardiography parameters of patient M. with non-obstructive HCM over time

KAP XK, mm 39 41 41 45 43 37

DB, % 60 70 7 62 79 71

MK, mm 3x17 3X 16 3X 20 6 X 20 6 X 20 6 X 18

MM, mm 28 X 30 29 X 27 32 32 30 32

Jin, mm 24 27 29 26 29 29

MMM, mm 015-6 o0 27-29 01 5-6 o 29

e BbasanbHblit cermeHT 9-11 12 19 22

e CpepHsia YacTb 3-15 14 19 24

° AnuKanbHasa 4acTb 14-15 12 14 24

3CMXK, mm 5-6 7-9 7 7 9 11

MNepwvkapa, apyrve MNepvKkapa 6e3 ocobeHHocTen Cenapauus B o6nactu B o6nactn

aHaToOMMUYecKue NIMCTKOB NepuKapaa BepPXyWwKu JIIK BepXywku JIK

0COBEHHOCTH no nepegHen aHeBpu3Ma aHeBpu3Ma
cTeHke MK 16 X 24 mm 15 X 23 Mmm
[02-3 MM C UCTOHYEHNEM C UCTOHYEHUEM

CTEHKM 10 2—3 MM; | CTEHKM 10 2—3 MM;
PG LVOT B nokoe PG LVOT B nokoe
5 MM pT. CT. 4-5 MM pT. CT.

Mpumedanune. KOP JIXK — KOHeYHbI AnacTonnyecKuin pa3amep neBoro xenygouka; PB — dpakuus Boibpoca; MK — npaBbii Kenyooyek;
MM — npasoe npeacepaue; JIN — nesoe npeacepane; MK — mMexkenygoykoBas neperopofKka (tonwuHa B avacrony); 3CJIHK — 3agHas
CTEHKa N1eBOro xenyao4ka (TonwmHa B auactony); PG LVOT — rpaaueHT BbIBOAHOIO TpaKTa N1eBOr0 Xesy[o4Ka.

Note. LVEDD (KAP J1X) — left ventricular end diastolic dimension; EF (PB) — ejection fraction; RV (M) — right ventricle; RA (MNM) — right atrium;
LA (J1M) — left atrium; IVS (M) — interventricular septum (diastole thickness); LVPW (3CJ1)K) — left ventricle posterior wall (diastole thickness);
PG LVOT — pressure gradient left ventricular outflow tract.

Puc. 1. 9Kl nauneHTkn M., Bo3pacTt 11 net 10 Mec, ¢ runeptpodryeckon Heo6CTPYKTUBHOM KapanoMuonaTuen
Fig. 1. ECG of patient M., 11 years 10 months old, with hypertrophic non-obstructive cardiomyopathy
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Mpumeyanue. Ha KT cuHycoBas Taxmkapans. OTKIOHEHME 3NEKTPUYECKON OCU cepaua pe3ko BneBo. IKM-npusHaku runeptpodum JIXK.
MNpeaBo36yxaeHne Kenyao4KoB.

Note. ECG has revealed sinus tachycardia. Electric axis deviation sharply to the left. ECG signs of LV hypertrophy. Ventricular preexcitation.



COBbIM PWUTM, CK/IOHHbIM K Gpagukapauu, anu3oabl MUrpa-
UMK BOAWUTENS pUTMa No npeacepavmsam. B HoyHoe Bpewms
NOCTOSIHHbIE, B JHEBHOE BPEMS — TPAH3MTOPHbIE MPU3HAKK
npeaBO36YKAEHUS Kenyao4KoB. Mo AaHHbIM Tpeamua-TecTa:
Ha MWKe Harpy3Ku PerucTpupytoTcs NpuU3HaKKM NPoBeAeHMs
no AONOMHUTENbHOMY MPEeACepPLHO-KENYA04YKOBOMY COeamn-
HeHuto. TonepaHTHOCTb K QU3MYECKON Harpy3ke — HUKe
Hopmbl (7,0 METS, 1,4 BT1/Kr). B nabopaTopHbIXx TecTax
He3Ha4YuTeNbHOE MOBbIWEHWE KOHLEHTPaLUn MO3roBoOro
HaTpUMypeTU4ecKoro nentmaga — Ao 266 nr/mn (Hopma ao
100 nr/mn). YuntbiBasi Hann4me npuM3HaKoB NpoBeAeHNs Mo
LONOSIHUTENBHOMY MpPEACEePAHO-XKENyA04KOBOMY coeanHe-
HUIO U JOKYMEHTUPOBAHHbLIX 3MM3040B CyrnpaBEeHTPUKYAAP-
HOW TaxMKapauK, NauneHTKe NpoBeAeHO MHBA3UBHOE 3NeK-
TPOOU3NONOrNYEeCKoe uccnegoBaHme. TaxMCUCTONMUYECKUX
HapyLeHW pUTMa He MHAYLMPOBAHO, BbISIBAEHbI MPU3Ha-
KW aHOManbHOro MpoBeAeHMs B MpaBblXx OTAenax cepaua
(HOOOBEHTPUKYNAPHbIM TPAKT?). YunTbiBas pesdynbTaTbl aKTu-
BALMOHHOIO KapTUpPOBaHWS, Halu4yMe HOAOBEHTPUKYNSAP-
HOro TpakTa, OT onepauvn paguovyacToTHOM abnsuuun npu-
HATO pelleHne Bo3aeprKaTbcsi. CKoppurnMpoBaHa Tepanus
6eTa-agpeHobnoOKaTopaMu: Ha3HavyeH METOMpPOsion B Ao3e
25 mr/cyt (0,8 Mr/Kr/cyT), Ha4yaTa aHTUapUTMUYecKas Tepa-
nua nponadeHoHom 450 mr/cyt (10 Mr/Kr/cyT), ¢ uenbto
npodunakTnkn drnbpo3oobpa3oBaHUa Ha3Ha4YeH CMMPOHO-
naktoH 1 mr/Kr/cyt. o gaHHbIM KOHTPO/IbHOIO XONTEPOB-
CKOro MoHuTopupoBaHusa AKI: CMHYCOBbIN PUTM, YMEPEHHasn
6paanKapaus, cHuxxeHne cpegHen YCC gHem ao 79 ya./MuH,
3NU304bl MWUrpaLMKM BOAMUTENS pPUTMa MO Npeacepauam,
3nNu304bl 3aMellatolwero npeacepaHoro putma. 3ape-
rTMCTPMpPOBaHa TPaH3WTOpHas aTpPUOBEHTPMKYAApHaa 670-
Kaga | ctenenun. lMpn AMHaAMUYECKMX OCMOTPaxX BbISBEHO
CHUXEeHWe apTepuanbHoro gasneHns Ha 10-15 mm pT. CT.,
B CBSI3W C YeM OT JajbHenLlen acKanaumm ao3bl METOMPO-
loNa pelleHo Bo3aepaTtbes. YCTaHOBMEHO, YTO Y AEBOYKM
OTCyTCTBOBaNU 6onblume daktopbl pucka BCC — HeycTom-
YnBasa KeNyaoyKoBas TaxMKapAus, CUHKOMNeE, BblparKeHHas
runepTpodus mrmokapaa JIXK, Heb6naronpuUaTHbIM CEMENHbIN
aHamHe3 no BCC, — noka3aHuWh K umnnaHTaumn UKL
He 6bl10. PeKoMeHAoBaHbl MeAMKaMEHTO3Has Tepanwus,
orpaHu4yeHne ©Gu3n4eckKon Harpysku. [lpoBeaeHO MosHOo-
reHoOMHOe CeKkBeHWpoBaHWe. O6HapyKeHbl paHee onucaH-
HblM B NuMTepaType BapuaHT reHa MYH7 (Tsxkenon uenwu
3-M1o3unHa) rs13121913624 B reTepo3MroTHOM COCTOSHUM
W ewe 4 BapuaHTa B 3TOM reHe, ONUCaHHble Kak naToreH-
Hble/BEePOSATHO-NATOreHHbIE.

Yepes mecsL, nocne BbINMUCKKU M3 peaepanbHoro LeHTpa
BO BpeMs KaTaHus Ha KoHbKax B 21:50 geBo4Ka novyBCTBO-
Bana cebs naoxo (MOsSIBUINCb FONIOBOKPYKEHUE, BblparKeH-
Haa cnabocTb, NOTEMHEHME B rnasax), ycrnena no3BOHWUTb
MaMe Nno TenedoHy, CHATb KOHbKW, HA HECKONbKO MWHYT
notepsifia cosHaHue. Mo gopore gomon B 22:00 (co cnos

OKpYXaloWmnx) — BHOBb NoTepsiia COo3HaHWe, OTMeYanancb
cygoporun. OTtel, Hawen pebeHka 6e3 CO3HaHWA, C LMaHo-
30M KOXHbIX MOKPOBOB, cepaLebueHne He BbICNyLIMBaANOCh.
[ocTtaBneHa B LEHTpa/bHyl0 PanoHHYIO GONbHULY, rAe Ha
JKI B 22:21 3adumKcupoBaHa acuctonus. NMposoannunce pea-
HUMALMOHHbIE MEPOMPUATUS — HEMPSMOM Maccax cepaua,
B/B BBefdeHWe afapeHanuHa. Ha nosTopHon 3Kl B 22:26
3aperncTpupoBaHa MOHOMOP®Han enyaoykoBas TaxmKap-
avs (puc. 2), npoBeaeHa cepauus (Muaasonam), BBedeH
amuofapoH (5 Mr/Kr/cyt B/B MeAJIEHHO C nocneayumm
TUTPOBaHMEM A03bl A0 15 Mr/Kr/cyT). TpaHcnopTUpoBaHa
B MPUCYTCTBUM peaHumMaTonora B pecnybiMKaHCKyo KIUHK-
YeCcKyto 60/bHULY.

B na6opaTopHbIXx TECTax BblABAEHbI BbICOKAas aKTUBHOCTb
anaHuHamuHoTpaHcdepasbl — pgo 137 Ea/n (Hopma go
34 Epn/n), acnaptataMuHoTpaHcdepasbl — Ao 196 Ea/n
(Hopma 15-60 En/n), naktataerngporeHassl — ao 487 Ea/n
(Hopma po 480 Ep/n), kpeatuHpochoknHasdbl (KOPK) —
C yBeNnyeHnem B AMHamMuke ¢ 592 o 1289 Ea/n (Hopma o
145 Ef/n), a TakKe BbiCOKas KOHUEHTpaumMsa TPOnoHMHa | —
fno 2,67 mr/mn (Hopma ao 0,06 mr/mn). Mo gaHHbIM 3xoKT:
TKMI, runoknHes nepeaHux U NeperopofoyHbiX CErMeHTOB.
3anogo3peHa ocTpas nwemus Mrmokapaa. lNposeaeHa NOCUH-
ApomHas Tepanus. CoctosiHne pebeHKa cTabuan3npoBaHo.

B Bo3pacte 12 net 5 mec pebeHOK NMOBTOPHO rocnuta-
NIM3NPOBaH B JETCKOe Kapauonornyeckoe oraenexHve deae-
panbHOro MEAMUMHCKOrOo LeHTpa 415 YTOYHEHWS TaKTWMKM
BefeHus. OTMedeHa oTpuuaTenbHas AMHaMWKa nocne BHe-
3aMHoOM OCTaHOBKM KpoBoobGpaleHus. o gaHHbiM IxoKr:
acummeTpuyHaa TKMI1 ¢ nopakeHMem MuoKapaa 060-
WX KEeNyao4YKOoB M MaKCUManbHOM TOMLWMHOW B MNPOEKLMK
6a3anbHOro M CPeAHEro nepeaHeneperopogoyHoOro 1 nepea-
HEro CErmMeHToB C MEPEexoAoM Ha nepegHenatepanbHbii
cermMeHT go 29-32 mm (6onee 6,81 z-score). [MNOKMHES
neperopoAoyHbIX U nepeaHux cerMeHToB. BnepBble BbisiB-
NleHa aHeBpu3ma Bepxywku JIXK 23 X 12 MM ¢ nepexo-
[OM Ha BepxywKy [T ¢ y4acTKOM WCTOHYEHWS MWOKap-
Ja 0o 2 MM M TMNOKUHE3a B BepxyleyHoM otaene. pu
nposeaeHnn SPECKLE TRACKING nokanbHO€ CHWXeHWe
(OT yMEepeHHOro 40 BbIpaXKEHHOr0) MHAEKCOB MPOAONAbHOMN
nedopmaunn MHUoKapaa Ha ypoBHe 6as3albHbiX U CpeaHMX
nepeaHeneperopoAoyHblX U nepeaHmMx cerMeHToB. MHAeKc
rno6anbHOM MpPoAosAbHOM AedopmMaunmu YMEPEHHO CHUMXKEH
(12%). B nabopaTopHbIX TecTax: He3Ha4yuTenbHOE MOBbI-
LWEeHWEe KOHUEHTpauun HaTpuiypeTuyeckoro nentuaga —
no 303 nr/mn, HapacTaHue TpornoHuHa | — go 34,6 Hr/Mn
(Hopma pgo 18 Hr/mn). KoHueHTpauua MB-dppakuun KOK
CHM3unachb ¢ 5,6 go 2,9 Hr/mn (Hopma Ao 4,9 Hr/mn), akTuBe-
HOCTb NEeYEeHOYHbIX TPaHCaMUHa3 B HOpMe.

MpoBefeHa KOppeKUMs Tepanuu: yBeanyeHa fo3a MeTo-
nponona go 62,5 mr/cyt (1,6 Mr/Kr/cyT), NpOAO/HKEHA aHTH-
apuTMuyecKkas Tepanus nponadeHoHoMm (450 mr/cyT), HavyaTta

Puc. 2. 3KI" nauueHTkn M., Bo3pacT 12 nert, nocne NnpoBeaeHns peaHMMaLMOoHHbIX MeponpusTuid. XenynodykoBas MoHOMopdHas Taxukapans
Fig. 2. ECG of patient M., 12 years old, after resuscitation. Ventricular monomorphic tachycardia

oUN0: . ID;_ 5l sl
2. % uu/muB 25 um/c dunb1p: 50fy d 35 My 2.5 mm

bo A

/\/.J\/—/\/J\/J\/—/
r/f\\_//‘\,'///\//\b‘/\/\,__" A

L R A~ ANATIN

" A A

J/ V / \/ \f /" \J r \f \H/ ]
[ L) -
gt /\“ M ’-l a/ \., '/\‘-« //.\, /A
| | /

VAN AN A U6
I S Y A \"z/\J 4 \
Vi st Wi LA LT L EPEERS || SRS R R RRrR YU LT AL R, R

Myxckowu Ner PEB= 1 1-2U23 Zc-20 1ae yu.
2.5 mm/uB 2.5 mm/mB
—_\/\;/ u/\J\[\Aﬁw \
s ; / :'I \r’ \“ \
v v y Y v / |

Mposepxa:

CURRENT PEDIATRICS / 2025 / V.24 / N° 3

7

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2025 / TOM 24 / N2 3



g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Tepanus neTieBbiM AMYPETUKOM Topacemumaom (6,25 mr/cyr),
[103a CNMPOHONaKTOHa yBennyeHa Ao 50 Mr/cyT (1 mMr/Kr/cyT).

lMpoBeneHa KomnbtoTepHasa Tomorpadusa (KT) cepaua:
BbIIBIEH MHTPaMUOKapAManbHbIM X04 NepedHen MexKe-
nynovkoson BetBu (ITMMB) neBon KOpoHapHOW apTepuu
B CpeAHeN TpeTu Ha NpoTsaxeHnn 14 MM, NpoCBET apTepumn
B cuUCToNy He auddepeHunpyeTcsd, B AMACTONy MpocBeT
CyXeH (cTeHo3 0Ko/i0 50%) — «MbllleYHbIn (MUOKapaun-
aNbHbIM) MOCTUK» TonwMnHON 4 MM. OTMevaeTcs JioKalb-
Hoe BblbyxaHne BepxywKu JIXK ¢ NCTOHYEHUEM CTEHKMU [0
1,5-2 MM — aHeBpU3Ma pa3MepoM 0Koso 18 X 9 MM no
2-KaMepHOM NPOEKLUMN B CUCTOIY, MPU3HAKU BblParKEHHOM
runeptpodun Muokapaa JIXK ¢ MakKcMmanbHOW TOMLLMHOM
0o 30—32 mMm no nepegHemy cermeHTy JIXK Ha 6a3anbHoM
W CpedHEM YPOBHSIX.

MpuHMMas BO BHMMaHWE HanMyvMe MapKepPOB MOBPEX-
[eHNs MMOKapAa, BHE3amnHyto 0CTaHOBKY KPOBOOGpaLleHus,
Hann4yne «MbllleYHOr0 MOCTUKa» IEBOM KOpPOHapHOM apTe-
pun no gaHHbiM KT, Hannume aHeBpu3mbl JIXK, nameHeHus
B MWOKapAe pacLeHeHbl KaK CneacTBMe MNepeHeceHHoro
HHpapKTa MMOKapaa, B CBA3M C YEM Ha4yaTa aHTMarperaHT-
Haa Tepanua auetuncanuumnoBon kucnoton 100 mr/cyt
(2,4 wmr/kr/cyt). B KadectBe BTOpPUYHOM MNPOPUNAKTUKMK
BCC (nokazaHue |A Knacca) npoBefaeHa 3HAOKapauanbHas
uMnnaHTauua asyxkamepHoro UK. MNocneonepauyOHHbIN
nepuoj npoteKan 6e3 OCNoXHEHUN.

Onsa peleHns Bonpoca O HEOBXOAMMOCTU peBacKyns-
pu3aumn MUOKapfa npoBeAeHa KopoHapoaHrMorpadpus
(KATI), o6Hapy»KeH nepBbl TUM KPOBOCHaOGXeHU MUOKapaa,
«MblLWEYHbIN MOCTUK» B [IMMB #n ormvbatollen BeTBU NeBOM
KOPOHapHOW apTepuu, Cy*KMBaOLWMKN NPOCBET apTeEpUN Ha
95%. OgHaKo, y4uTbiBas BbICOKMIM OMNepaLMOHHbIA PUCK, OT
0nepaTMBHOrO JIeYeHMs MPUHATO peLleHUEe BO3AeprKaTbCs,
peweHo nosTopuTb KAI yepes 8—10 mec.

B Bo3pacTe 12 net 6 Mec, Yyepes MecsiL, Noce BbIMUCKU
M3 degepanbHOro LeHTpa Ha ¢oHe npuema OGeTa-agpe-
Ho6/M0KaTopa pa3BMIOCb [Ba CHHKOMNANbHbIX COCTOSHMS.
llepBoe CcUHKOME MO TUMNY OCTAHOBKM KpPOBOOOGpalLEHWUSA
MMESI0 MECTO BO BpPeEMS aKTUBHOW Urpbl C cecTpon. [leBoyKa
noyyBCTBOBafa rONOBOKPYKEHME, MOTEMHEHME B rnasax,
cnabocTb, poauTENM OTMETUAN NEerknn uuaHold. CuHKone
KynnpoBaHo cpabaTbiBaHMeM UK. Yepes 2 cyT BO Bpems
newen nporynkn (nogbemMa B ropy) AeBOYKa MO4YyBCTBO-
Bafa rof0BOKPYKeHWe, MOTEMHEHME B [azax, norepsna
CO3HaHuWe, NynbC He onpeaensncs, NPM3BaHHOM Ha NOMOLb
MeZCeCcTpon NPOBOANSICA HEMPSMOW Maccaxk cepaua B Teve-
HWE HEeU3BECTHOro BpemMeHWu. CpabaTtbiBaHne WK oTpwu-
uaet. focnutanuanpoBaHa B AETCKOE KapAvonorvyeckoe
oTaeneHve pecnybiMKaHCKOW KIAMHUYECKOW 60NbHULbI.
MpoBoaunacb Tepanus: nponadeHoH 450 mr/cyt B 3 npwu-
eMa, MeTonponon 68,75 mr/cyT B 2 npuema, CriMpoHONaKTOH
37,5 mr/cyT B 2 npuema, rmvuunH 0,4 r/cyT B 2 nprvema noj
A3bIK, TOpacemua 6,25 mr/cyT B 1 npuem, auetnacanuunnio-
Bas Kucnota 100 mr/cyt B 1 npuem.

Mpn KoHTpone WKL B pernoHanbHoM degepanbHOM
KapAuMoLeHTpe B [OHM, KOrda AeBOYKa MCMbiTana CUHKone,
3aperncTpMpoBaHo 2 anu3oda XKenyao4KoBOW TaxuKapauu
¢ YCC 134 vn 167 ya./muH. Bo Bpems nepBOro nmen Mecto
OBEPCEHCUHT T-BOJHbI, 3TOT 3NM30[ pacLEeHeH Kak dnbpu-
naumsa enygoukoB (PX) m KynupoaH paspsagom UK,
BTOPOW 3MM304 He nonan B YCTAHOBNEHHYIO 30HY AETEKLUK
(> 200/MuH), n cpabatbiBaHua MK/ He oTmeveHo.

B Bo3pacte 12 neT 7 Mec NOBTOPHO rocnutaan3npoBaHa
ONa AMHaMMyecKoro HabnwogeHus B deaepanbHbid LEHTP
011 OKa3aHWS BbICOKOTEXHOMOTMYHOW MEAULIMHCKON MOMO-
wu. Mo paHHbIM IxoKTI: acummetpuyHaa TKMI ¢ nopaxKeHu-
eM 060UX KeNyaoyYKOoB M 3KCTpPeMasbHOM TOMLWMHON B Mpo-

eKunn 6azanbHOro M cpeaHero nepeaHeneperopofoyHoro
W nepegHero CErMeHToB € NePexojoM Ha nepeaHenatepanb-
HbIK cermeHT Ao 28-32 mm (7,5 z-score). HesHaynTenbHbIn
FTMNOKMHE3 MEpPefHNX CerMeHToB. AHEBPM3Ma BEPXYLUKM
JIK 21 X 12 MM C y4yaCcTKOM WCTOHYEHUS MUOKapaa oT
2 00 4 MM, Nepexoaom Ha BepxywKy MK, peryprutauus Ha
MUTPaNbHOM, TPUKYCMMAANBHOM M KanaHe Nero4yHomn apte-
puu 1 cTeneHun, pacyeTHOE AaBieHUE B Ier04HOM apTepun —
22 MM PT. CT., HE3HAYUTENbHbIN NepPUKapananbHbli BbIMOT,
auMactonuyeckas AMchyHKUMS KenyaodukoB. B nabopaTtopHbIxX
TecTax: HaTpuruypeTuyecknn nentng — 255 nr/mn (Hopma go
100 nr/mn), TPONOHUH T — 34 Hr/mn (HopMa Ao 18,3 Hr/mn).
lpoBeaeHa KOpPPeEKLMS Tepanuu: yBenMyeHa Ao3a MeTo-
nponona (o 100 mr/cyT) n Topacemuaa (oo 6,25 mr/cyr),
npoao/mKeHa Tepanunsa nponapeHoOHOM U KOMBUHUPOBAHHas
AWypeTUYecKas Tepanus. Y4uTbiBas NpUM3HaKu runotmpeosa
(TMpeoTponHbih ropmoH — 9,62 MKME/mn (Hopma 0,34-
5,60 MKME/mn), cBOGOAHbIN TUPOKCHH (T4) — 9,56 nmMonb/n
(Hopma 8,84-15,08 nmonb/n), cBOGOAHbIN TPUMOATUPO-
HUH (T3) — 5,68 nmonb/n (Hopma 8,84-15,08 nmonb/n),
aHTUTENna K Tupeonepokcupaaze — 871 ME/mn (Hopma
0o 10 ME/mn)), Ha3Ha4yeH L-TUPOKCHUH B Ao3e 25 MKr/CyT.
lMpoBeneHa KoppeKuus napameTtpoB MK/ (McxogHo 6bina
3anporpamMmupoBaHa 30Ha aetekuun O = 200 ya./muH,
nobaBneHa 30Ha geTeKkuunun 133 1 6051ee B MUHYTY).

TpeTui ann3oa KIMHUYECKON CMEPTU NPOM30LLEN B BO3-
pacte 12 net 9 mec. Co cnoB poautenew, ynana Bo3ne goma.
BbidBaHa 6puraga CKOpoOn MeAMUMHCKOW nomoliu, denba-
WepoM KOHCTaTMpoBaHa OCTaHOBKa cepaua. B TeuyeHue
30 MWH NPOBOAMAUCL PEaHUMAaLMOHHbIE MEPOMNPUATUS, Ha
dOoHe KOTOopbIX AocTaBfneHa B 6Gnauxanwyto LIPB, roe 6bina
3adUKCHpOBaHa acuCTONMA U peaHnMaLUOHHbIE MepPonpu-
ATUS NPOAOIKEHbI 4O BOCCTAHOBNEHNS CEpAeYHON aeaTenb-
HocTK (oKono 20 MuH). be3 co3HaHus TpaHCcnopTUpoOBa-
Ha B [OETCKYI Pecnyb/IMKaHCKYID KIMHUYECKYID OONbHULLY.
[ocnuTanMamMpoBaHa B OTAeNEHWE peaHnMaLnn U UHTEHCHB-
HOM Tepanuu. Mpu NOCTYNNEHUU COCTOSIHUE TAXKENoe, yrHete-
Hue LIHC (oueHKa no wkane Masro — 9 6annos). Co3HaHne
Ha ypoBHe conopa. Pearnpyet Ha 60oneBble pasgpaxuTenu
M NacCUBHbIE ABMWMKEHUS KOHEYHOCTEN OTKPbIBAHWEM rnas,
rpumacon 60MM, CaTtMem 4YesntcTen, CTOHOM, BCKPUKMBA-
HMEM, XaOTUYHbIMMW ABUKEHUSMU FONIOBOM U KOHEYHOCTAMM.
MbIL€YHbI TOHYC B COCTOSIHMM NOKOS MOBLIWEH NpenmyLle-
CTBEHHO B CcrubaTensix BepXHMX KOHEYHOCTEN U B pa3rubare-
NFX HUKHMX KOHEYHOCTEW; OTMEeYaloTCs KpPaTKOBPEMEHHbIe
TOHWYECKME COKPALLEHUS B MbllILAX BEPXHUX KOHEYHOCTEN.
Cuna mblwy, guddy3HO CHUXKEHa. B nerkux gbixaHve Besu-
KynsipHOE, paBHOMEPHO MPOBOAWTCS BO BCE OTAEMbI. Xpubl
B JIElKMX HE BbICAyWMBAOTCA. TOHbl cepAua NpurayLleHsbl,
puTMnyHble. YHCC — 69/MuH. ApTepunanbHoe aAaBneHne —
110/67 MM pT. CT. }KMBOT BNanbii, MArKUn, 6€3601e3HEH-
HbI. [le4eHb He BbICTynaeT U3-Noa Kpas pebepHon ayru.

CornacHo nNpoToKony aHanu3a AaHHbix UK B peruo-
HanbHOM KapAMOLEHTPE 3aperncTpupoBaH 3MM304 HU3KO-
amnnutygHon @M ¢ HaHeceHnem abdEKTUBHOrO paspsiaa
MaKcumanbHom aHeprum (40 ) (puc. 3). 3atem nmen mecto
peunanB napokcuama HU3KoaMnauTyaHon @X ¢ BbinonHe-
HUWEM oyepenHoro apdPeKTMBHOIro paspsga MakcuManbHOM
3HEepruen ¢ nocneayroummM BOCCTAHOBAEHUEM CUHYCOBOrO
puTMa 1 3ateM — MNoBTOPHbIN peumans O ¢ HeadheKTuB-
HbIMW cpabaTbiBaHMAMKU UK. Y4ynTbiBas HUIKOAMMAUTYA-
Hble 3yOLibl, CKNaAblBaeTCs BnevatieHme 06 oCTpomn Uemmm
MWOKapaa, KoTopas M 3anyctuia napokcuam X ¢ nepe-
XO[OM B aCUCTOJINIO U KIIMHUYECKYIO cMepTb. CpabaTbiBaHUA
MK/ Ha aToM dOHe 6b1In HEIPDEKTUBHDI.

MauneHTKa 3a04HO KOHCYNbTMPOBaHa creuuanucTamu
denepanbHOro MeauLMHCKOro LEeHTpa: yBennyeHa p[osa



Puc. 3. Npotokon aHanun3a aaHHbix ¢ UK Rivacor 3 DR-T

nauuneHTkn M. ¢ TKMM

Fig. 3. Data analysis protocol with ICD Rivacor 3 DR-T of patient M.
with HCM

Device: Rivacor 3 DR-T 08/15/2023
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MpumeyaHue. 3adUKCMpOBaH NAapPOKCU3M MOHOMOPGHOM
eNnyao4KOBOM TaxMKapanu C YaCTOTOM enyA04KOBbIX COKpaLLEeHN
168 ya./MWH ¢ NepexofoM B HU3KOAMMINUTYAHY GUEPUANSLIMIO
enyao4yKoB B TeveHne 42 c. HaHeceH abdeKTUBHbIV pa3psa
MaKcuMmanbHon aHeprun (40 [I)K) ¢ BOCCTaHOBIEHWEM CUHYCOBOTO
pUTMa eNyao4KOBbIX COKpaLLeHui 136 ya./MuH.

Note. Monomorphic ventricular tachycardia paroxysm with ventricular
contraction rate of 168 bpm was recorded with transition

to low-amplitude ventricular fibrillation within 42 seconds. Effective
shock of maximum energy (40 J) was implemented with restoration
of ventricular contractions sinus rhythm of 136 bpm.

MeTonposona o 150 mr/cyT (4 mr/Kr), Nnpoao/iKeHa Tepa-
nus nponadeHoHOM, TopacemMuaoM, CMUPOHONAKTOHOM,
acrnuMpuHOM, HayaTa aHTWKoaryasiHTHas Tepanus renapw-
HOM, peKOMeH/10BaHa 3aMeHa nponadeHoHa Ha aMUOoAapPoH
B fo3e 10 Mr/Kr/cyt ¢ nocneaylolwmm CHUMXEHUEM [L03bl
[0 5 Mr/Kr/cyt.

Ha ¢oHe npoBOAMMOW HEMPOMPOTEKTOPHOM, aHTUOK-
CUAAHTHOM M KapAMOTPOMHOM Tepanuu OTMeYasnocb nocrte-
NneHHoe BOCCTaHOBMeHWe LepebpanbHbix GyHKUKMA. OgHaKo
3aduMKCMpoOBaHO 2 anu3oda CyAaopor, B CBSA3W C 4eM noj-
KNto4yeHa Tepanua nesetupavuetamoM. Npu nposeaeHunn KT
rOfI0OBHOr0 MO3ra MPU3HaKOB MHTPaKpaHWaabHOro 06beM-
HOro 06pas3oBaHUs U OPYronM OpraHWYeCKOW NaTonorMu He
o6HapyXeHo. Ha anekTtpoaHuedanorpamme (33N — cHU-
YEeHMEe YPOBHS BGUO3NEKTPUYECKON aKTUBHOCTU MO3ra, yme-
peHHas anaHuedanbHasa AMCHYHKLMS, CHUKEHWE OCHOBHOMO
put™Ma no amnautyge. O4aroBbIx U aNMAenTUGOPMHBIX 3Ha-
KOB He BbIsiIB/1EHO. 10 JaHHbIM XONTEPOBCKOr0 MOHUTOPUPO-
BaHuA SKIT — enyao4yKoBbIX apuTMUIK He BbiiBNIEHO. [Tpu
nocnegytouwem KoHtpose MK/ B paHHeEM nocTpeaHUMaLMOH-

HOM nepuoae 3apuKcnpoBatbl 4 annsoaa G (KynupoBaHbl
MK[) v anu3oabl HamKenyagoyKoBOW TaxMKapauu, Kynupo-
BaHHble CaMOCTOATENbHO. B AMHaMWKe — BblpaXKeHHble
NposiBNeHUss NocTpeaHMMaLMOHHOW 60ne3HU. CHUXKEHDI
namsitb M BHMMaHWe. OTMevaloTcs 3Ha4vyuTenbHoe Hapy-
WeHMe apTUKYN[aUMK, OWCNEKCUS, BblpayKeHHas a3xonanus
N 3XOMpaKCcus, OTCYTCTBME MHCTUHKTUBHOW peyun (He UCKIto-
YeH peyeBor amM60/). TOHYC MbILIL, cNacTUYeCKUi, 6onblue
B HUXHWUX KOHEYHOCTSX. [1paBOCTOPOHHUI remunapes.

CaMOoCTOsITENbHO HE XOAWT, HO caguTCcs U CUaWT. Mblley-
Has cuna B BEPXHUX KOHEeYHOoCTaX — 4—4,5 6anna, B HUKHUX
KOHEYHOCTAX CHUXEeHa A0 3 6annoB. MNnoTpodusa MblLL, HUXK-
HWX KOHEYHOCTEN, CYXOXMUNbHbIE U NEepUOCTabHble pedieKchl
D > S, KoneHHble pednekebl D > S, cHUXeHbl. KnoHycbl cTom.
MNaTonornyeckune pednexcbl babMHCKOro ¢ 2 CTOPOH.

Ha cepun 3KI — cuHycoBas OGpaaukapaus
52-64 ya./MWH, OTKIIOHEHWE 3MIEKTPUYECKOM ocu cepaua
BNIEBO, 3aMef/ieH1e BHYTPUKENYA0HKOBOM MPOBOAMMOCTH,
aTPUOBEHTPUKYNSpHaa 6nokaga | crteneHu, natonoruye-
ckuin QS B I, Ill, AVF, HapylieHne npoLeccoB penonspuaa-
umn, 3ameanenune QTc go 465-488 mc. Nogbem cermMeHTa
ST+1-1,5mmB VL, V2, I, Il

Ha 3xoKI 4epe3 mecsu nocne nocnegHero anuaoja
OCTaHOBKM cepAua — COCTosiHMe nocne umnnaHtaumum UK.
HenyaoykoBbl aneKTpos PUKCUPOBaAH B BEPXYLLUEYHOM cer-
MeHTe M. AcummeTtpuryHasa FTKMI1 ¢ nopaxkeHnem MUoKap-
[1a 060UX KeNyoo4YKOB (C MakCcMMasbHOW TONLWMHOM B MPOEK-
LUn 6a3anbHOro U CpeaHero nepeaHenarepasnbHbIX CErMEeHTOB
[10 29 MM), aHeBpUu3Ma BepxywKu JTHK (23 X 18 mm). Pazmepbl
Kamep cepgua B npegenax HopMbl. [no6anbHas cucTonunye-
cKas QYHKLMS KenyaoyKoB He UBMEHEHa.

Yepe3 6 mec nocne nocnegHero ann3oga BHeE3arnHoM
OCTaHOBKM KpoBooOGpalleHns, B Bo3pacte 13 neT rocnu-
Tanu3npoBaHa B AETCKOE KapAMONOrnMyeckoe OTAeneHue
deaepanbHOro MeauuUMHCKoro ueHTtpa. Ha 3xoKI — 6e3
CYLWECTBEHHOW AMHAMUKKN (MaKCcumanbHas TonuwmnHa MMM —
28-32 mM (7,5 z-score)). He3HaunTenbHbIM rTMNOKMHES nepes-
HUX cermMeHToB. AHeBpu3Ma Bepxywku JIK 22 X 10 mm
C Y4aCTKOM MCTOHYEHUS MWUOKapaa A0 2 MM C Mepexogom
Ha BepxywKy M 1 30Ha runoknHesa nepegHen cteHkn MK
B BepxyleyHoM oTaene. B nabopaTtopHbIX TecTax: HaTpun-
ypetnyeckumn nentug — 185 nr/mn (Hopma go 100 nr/mn),
TPOMOHMH — 144 Hur/mn (Hopma Ago 18,3 Hr/mn),
TUPEOTPONHbIK FOPMOH — > 47,6 MKME/mMn (Hopma
0,34-5,60 mKME/mn), T4ce — 5,18 nmonb/n (Hopma
8,84-15,08 nmonb/n), T3cB — 4,41 nmonb/n (Hopma
4,85-11,53 nmonb/n), aHTUTEeNa K TUPeonepoKcuaa-
3e — > 998 ME/mn (Hopma go 10,0 ME/mn). Mo gaHHbIM
93l — yMepeHHas aes3opraHu3auus KOPKOBOW PUTMUKM,
ANUNENTUGOPMHON aKTMBHOCTU He BbisiBNeHO. lpu cyToy-
HOM MOHWTOPMPOBAHUKN apTepPUaNbHOIo AaB/iEHUS BblsiBiEHa
nabwnbHasa aptepuanbHaa runoteHsus. NpoBeaeHa Koppek-
uMa Tepanuu: fo3a MeTonposona CHUXeHa o 125 mr/cyt
(3,6 mr/kr/cyT), NpoAo/MmKeHa aHTMapuTMUYecKas Tepanus
amuogapoHom 5,6 Mr/Kr/cyT, KOMGMHUPOBaHHas AnypeTrye-
CKas Tepanus TopaceMMAOM U CMMPOHONAKTOHOM, aHTharpe-
raHTHas Tepanus aLueTuIcanuuUmMIoBON KUCIOTOM 2,8 Mr/Kr/cyT,
[103a NeBOTUPOKCUHA yBenuyeHa ao 50 MKr/cyT, NpoTUBOCY-
LOPOXKHas Tepanus NPOACIKEHa B MPEXHEM 06beEME.

[nsa pelleHns BoMpoca O peBacKynspu3aummM MUOKap-
Ja KOHCynbTMpOBaHa CepAEYHO-COCYAUCTbIM XMPYProM.
Y4uTbiBas BbICOKMIM PUCK BMELLIATENbCTBA, OT ONepaTUBHO-
ro fe4yeHns BO3AepKanucb. PeKomeHgoBaHa KOHCynbTa-
uns co cneunanuctamu degepanbHOro HayyHOro LEHTpa
TPaAHCMNIAHTONOIMU U UCKYCCTBEHHbIX opraHoB (PHLITMMO)
um. B.U. lWymakoBa (MocKBa) ans pelweHus Bonpoca
0 MOCTaHOBKE B INCT OXKMAAHMS TpaHCNAaHTauum cepaua.
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

B Bo3pacte 13 neT rocnutanuanpoBaHa ana obcneno-
BaHMA B PHLUTMNO mm. B.H. LLlymakoBa. Mo aaHHbIM IxoKT:
MMM — 22 cm, 3CJIK — 14 mmMm. [pagueHTa Ha BbIBOAHOM
otaene JIXK HeT. [poBeaeHa KaTteTepusalLmsa npaBbiX OTAEN0B
cepaua. lNokasaTenun cepaeyvyHo-ero4HOM reMoanHaMUKu
B npenenax HopMbl. 3aK/l04YeHWe KOHCUIMyma: MoKa3la-
HUM ONS XMPYPrMYECKOW KOPPEKLMKU XPOHUYECKOW cepaey-
HOW HeaocTaToO4YHOCTU HeT. PekomeHaoBaHO HabnwogeHue
neanatpa, AETCKOro Kapauonora no MeCTY MKUTenbCTBa.
[JvHamMnyecKmin ocMoTp Yyepes 6 Mec.

B HacTosillee Bpemsi COCTOSIHME OEBOYKM CTabuibHOE.
PekomeHaaumn BbINONHAKOTCSA B MNOJIHOM 0ObeMe.

OCHOBHOM AUArHo3

AcuMMeETpUYHaa runepTpoduryeckas HeOOCTPYKTUB-
Has KapAuMomuonaTua C MopayKeHWMem MUOKapaa, CeMew-
HbIM BapuaHT. JHAOKapAuanbHasa MMNAaHTauusa 2-kKamep-
HOro KapauoBepTepa-gedunbpunnaropa Biotronic Rivacor
DR-T 84868386.

OcnoXHeHne OCHOBHOIro 3a6osieBaHus

146.0 OcTtaHoBKa cepaua C ycrnelwHbIM BOCCTaHOBNEHU-
em cepaeyvHon geatenbHocty oT 11.02.2023, 27.04.2023,
08.08.2023. OcTpblt MHDaApKT MMOKapaa ot 11.02.2023.
MapoKkcuamanbHaa yctonymBass MOHOMOPdHas *Kenygo4yko-
Bas Taxvkapaus. 142.8 AHeBpu3ma BepxylKku JIXK 23 X 12 mm.
150.9 XCH Il ®K IV no ROSS. ®doHoBoe 3ab6oneBaHue:
145.6 UHTepmutTUpylowmmn deHomeH WPW (HOLOBEHTPMU-
KyNSpHbIM TpakKT). lMapokcuamanbHasg ycTonynMBas MOHO-
MopdHasa KenygoykoBasa Taxumkapausa. CoctosHue nocne
MHBA3MBHOIO 3M1EKTPOOU3NONOrMYECKOr0 WUCCef0BaHMS.
134.0 MutpanbHas peryprutaumnsa 1-n ct. 136.1 TpuKycnu-
panbHaa HepgoctatodHocTb 1 cT. 137.1 TynbMoHanbHas
HegocTaTo4HOCTb | CT. JlTabunbHaa apTepuanbHas rMnoTeH-
3us. CoctoaHue nocne KA. lMocTrunokcnyecKkas aHuedano-
natusa. CnactuyecKkun TeTpanapes.

BpemeHHas wKana
XpoHonornsa pasBuTua 3abofieBaHUa Yy NauMeHTKu M.
npeacrtaBneHa Ha puc. 4.

OBCYXAEHME

KM aBnaeTcs ogHoOM M3 Hanbonee pacnpoCcTpaHEeHHbIX
npuinH BCC y geten B CLUA v EBpone, oco6eHHO Ha doHe
3aHATUSMKU cnopToM [22, 23]. B cBoto o4epeab, BCC aBnsaetcs
Haunbonee YyacTbiM HeGnaronpmuaTHbIM ncxogom F’KMI y neten

Puc. 4. XpoHonorusi pa3Butusi 3a6oneBaHns y naumeHTkn M.
Fig. 4. Disease chronology in patient M.

¢ yactoton 1-7,2% B roa [24, 25]. HenocpeacTBEHHOW Npu-
ynHon BCC naumeHtoB ¢ TKMIT aBngioTcs xenyao4ykoBble
TaxMapuTMnn (HeycTomuyMBas M ycToMuMBas KenyaoyKoBas
Taxukapans n ®X), 3HaunTeNbHO perxe — GpaanapuTMum
(cMHApPOM €NaboCTU CUHYCOBOIO y3/1a U aTPUOBEHTPUKYNSAP-
Has 6/10Kaja BbICOKUX CTeMNeHewn) [26].

Hamu npeacrtaBneHo KiMHWYeckoe HabnwgeHne pebeH-
Ka ¢ TKMII, KoTopbI TpUXKAbl NEePeHec OCTaHOBKY cepAua
C YCMELHbIM BOCCTAHOBNEHWEM CEPAEYHON LEeATENbHOCTH.
anusoabl ©X y AEBOYKM MMENU MECTO KaK Ao, Tak U nocne
yctaHoBKM WK[. Tpu nepBoHavanbHOM o06cnegoBaHum
B denepanbHOM LeHTpe puck BCC 6bi1 pacLeHeH KaK HK3-
KWW, y4UTbIBas YMEPEHHYIO rMnepTpoduio MMoKapaa, OTCyT-
CTBME B aHaMHe3€e CUHKOMaNbHbIX COCTOSIHWUM, YKeNyA04KOBbIX
apUTMUI NPU XONTEPOBCKOM MOHUTOPUPOBAHUN U CEMENHOM
nctopuun BCC [27]. OcTaHOBKa cepjua, BO3HUKLLAA Ha GoHe
OTHOCUTENbHO GnaronpusaTHoro Tevyenns FKMII, ykasbiBana
Ha HeOoOGXO0AMMOCTb MOWMCKa ApyruMx GaKTopoB pucka [12].
B pesynbrate NOAHOMEHOMHOIO CEKBEHWPOBAHWUSA BbISBAEH
naToreHHbI BapuaHT reHa TAXenon uenu B-muosnHa (MYH7),
KOTOPbIN ABASIETCS O4HOM U3 Hanbonee YacTbIX NpUinH FTKMI
C ayTOCOMHO-AOMWHAHTHbIM TUMOM HacNefoBaHWUA Uy AeTen
accoLMMpoBaH ¢ He6GaronpuUATHbLIM MPOrHO30M M BbICOKUM
PUCKOM Pas3BUTKS KeNyao4KOBbIX TaxmaputMmun [20].

B xoae o6¢cnenoBaHns y 4EBOYKMU BbISBAEH «MblLIEYHbIN
MOCTUK» — BPOXAEHHAs aHOMaNWs KOPOHapHOM apTepuu,
npyv KOTOPOW onpeaeneHHbln ee CerMeHT MpPoXoAuT nog
cnoemM MWoKapaa M chaBnMBAETCA WAM TONbKO BO BpeMS
CUCTOJIbl, UNK elle n B gnactony [28]. Y Hawen naumeHTKu
nNpocBeT apTepun YMeHbLUAETCS U B CUMCTONY, U B AMACTONy
(Ha 100 1 50% coOTBETCTBEHHO). «MblllE€YHblE MOCTUKU»
onucaHbl y 60nbHbIX ¢ TKMIT 1 BpoXAeHHbIMK MOPOKaMu
cepaua vaule, 4em B nonynsiuuun, U MOryT cnoco6¢cTBOBaTh
6onee TAXKENOMY TeYEHUID 6ONE3HM C Pa3BUTUEM ULLIEMUHU
MWOKapaa v HapyleHun putma [28]. «MblleyHble MOCTU-
Ku» pernctpupytotes y 28% ageten ¢ FKMI [29]. MauneHTsl
C [laHHOW aHoManuen KOPOHAapHbIX apTepuin 4alle oTMme-
yatoT 60nu B rpyan (y 60% npotmB 19% y geten ¢ TKMI
6e3 3TON aHOManuu), coobuatoT 06 3anNM3o4ax OCTaHOBKM
cepaua B aHamHese (50% npotmB 4%) U Kenyao4ykoBou
Taxnkapamn (80% npotue 8%). Kpome TOro, y Takux nauu-
E€HTOB Npu Npobe ¢ GU3NYECKON Harpy3Kom perncTpupytot
CHWXXEeHMEe apTepuanbHOro gaBieHns, 6osee BblpaxKeHHY
nenpeccuio cermeHTa ST U aucnepcuio nHTepsana QT [29].
B nccnepoBaHnm S.A. Mohiddin 1 coaBT. HANU4YNE «MbllLIEY-
HbIX MOCTMKOB» OblI0 CBA3aHO M C 60Nee BblparKEHHOM

MepBbIN 3N1304 HEYCTOMYNBOMN HauaTa MNepBbin ann304 Btopow anunzog TpeTun anusog MpoBeaeHo
CyrnpaBeHTPUKYSPHOM aHTMapuMTMUyeckas KIIMHUYECKOWM KIMHUYECKOM KIIMHUYECKOWM NOSIHOTEHOMHOE
Taxukapauu Tepanusi nponadeHoHOM cMepTH cmepTH cMepTH CEeKBEHWpOBaHue

8 net 11 net 11 net 12 net 12 net 12 net 12 net 12 net 13 net
11 mec 5 mec 10 mec 3 mec 4 mec 5 mec 6 mMec 9 mec 2 mec

BriepBble Hauarta Tepanus Brepsble MMnnaHTauus PexomennosaHo oépamer—iwe
rocnutannMavposaHa 6eTa-aapeHo- rocnuTanuanpoBaHa KapanosepTepa- B cneunann3npoBaHHbin
B NPOGUIbHOE oTaeNneHue 6/10KaTopamm B defepasbHbii LEHTP neduépunnsatopa LIEHTP TPaHCMNaHTONOrMu
A/151 IOCTAHOBKM B JINCT OXUAAHUS

TpaHcnnaHTaUum cepaua




runeptpodmen muokapga JIXK [30]. MMpoToKonbl fie4eHus
NauMeHTOB C «MbllEeYHbIMW MOCTUKaMW» A0 HaCTOsILWEero
MOMEHTa He padpaboTaHbl, XOTH B IMTepaType NpeacTaBie-
Hbl OMMUCaHMA OTAENbHbLIX KIMHUYECKMX HABMOAEHWUI, Koraa
XMpypruyeckas KoppeKumns AaHHOM aHOManuu y naumMeHToB
¢ T'KMIN npuBoguna K yMeHbLIEHUIO BblpaXKEHHOCTU cep-
[e4YHON HeaoCTaTOYHOCTU yXKe B BGauXKanllem nocneonepa-
LUMOHHOM nepuoge [31] M OTCYTCTBUIO KUBHEYrpOoXKatoLLnx
aputmmn [32].

Kak ycTaHOBNEHO Y B3POC/blX NaLMEHTOB, ULLEMUS MUO-
Kapga otdarouiaet TedeHne NKMI, a Bu3yanusauus o4yaros
MIWEMUN BbISBASIET FPynny AuL, BbICOKOrO pUcKa Hebnaro-
NMPUSATHBIX CEPAEYHO-COCYANCTbIX McxooB [33], HO B HacTos-
Lee Bpems OLleHKa MWEMUKN He BKIOYEHA B PEKOMEHALMM
no crpatndukaumnm pucka npu F'KMI y geten (cm., Hanpu-
Mep, 3pecbk: https://hcmriskkids.org). He paspaboTaHbl
M Noaxodbl K ee KoppeKuun ans npodunaktuku Hebnaro-
MPUSATHBIX CEPAEYHBIX COBbLITUN, TOFAA KaK NpeacTaBiEHHbIN
Hamu cny4ya AeMOHCTPUPYET, YTO NepeHEeCceHHbIn UHbapKT
MWOKapaa (¢ nocnegyrowmnm GopMMpoBaHUEM aHEBPU3MbI
JIXK) aBunca gononHuUTenbHbIM GaKTOPOM pPUCKa pa3BU-
TUS 310KAQYECTBEHHbIX XKENyAo4KOBbIX Taxuaputmumi u BCC
y pebeHka ¢ TKMI [34].

3AK/IIOMEHME

Y NauUMEHTKU C FEHETUYECKN AeTEPMUHMpPOBaHHON TKMI
nporpeccupoBaHne 3aboneBaHusl, HapacTaHue rMnepTpo-
dMM MHOKapaa B COYETAHMM C BPOXKAEHHOM aHOManuen
KOPOHApHbIX apTepuin («MbllE€YHbIK MOCTUK») MPUBENO
K pasBUTUIO OCTPOro MHdapKTa MMOKapAa, OCNOXHEHHOIO
eNyao4yKOBOW TaxuKapauen, Gpubpunnsaunen »Kenygovykos
W nocneaylollen OCTaHOBKOM KpoBoobGpalleHus. Mwemus
MHWOKapaa U popMupoBaHMe NOCTUHDAPKTHOM anuKanibHOM
aHeBpM3Mbl, 04EBUAHO, BblN AONONHUTENbHBIMKU daKTopa-
MU, HEraTUBHO BAUSIOLLMMHK Ha NPOrHo3 60ne3Hn. HecmoTps
Ha OTAEeNbHbIE KIMHUYECKNE HAbNOAEHWS, TaKTUKa BeAeH s
NaUUeHTOB C «MbllLIEYHbIMW MOCTMKaMu» npu TKMI1 He pas-
paboTtaHa. KapanoxupypraMu pucK onepaTtuBHOMO NeYeHus
NauMeHTKM pacLLEeHeH KaK 04YeHb BbICOKMIM U peKoMeHaoBa-
HO OMHaMKU4yecKoe HabnwogeHue. lNpeactaBneHHbIA cnyvyan
OVKTYeT He06X0AMMOCTb HAKOMIEHUS OMbiTa BEAEHUS NaLu-
€HTOB JeTcKoro Bo3pacta ¢ 'KMI n aHomanuMamun KopoHap-
HbIX apTepun ansa paspaboTKU Ne4ebHO-NPOodUIaKTUYECKUX
MEPONPUATUI U CHUKEeHUA pucKa BCC.
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