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Abstract

[nnataumoHHas KapAMoMUMOoNaThs SBNSETCS pacnpoOCTPAHEHHOM NPUYMHOM Pa3BUTUS CepAeYHOM HeA0CTaTOYHOCTH 1 Hanbonee
YaCToM MaTonoruelt y NaLmMeHToB, HaNpPaBAsSEMbIX HA TPAHCNIaHTaUMI0 cepaua. B 4eTckom Bo3pacTe BO3HWMKAT TPYAHOCTU B And-
depeHuManbHOM AMArHOCTUKE Pa3MyYHbIX BAPMAHTOB KapAMOMMONATMM B CBA3M C OTCYTCTBMEM B PYTMHHOM MpaKTWKe Bpaya
TakuUX METOAOB UCCNE0BaHMS, KaK MAarHUTHO-pPe30HaHCHas ToMorpadus cepaua, 3HA0OMMOKapAManbHas 61uoncus, MonekyspHo-
reHeTM4Yeckui aHanus. B cBg3u ¢ 3TUM nepumaTpy v AeTCKOMy kapamonory ocoboe BHMMaHWe TpebyeTcs 0bpallaTbh Ha KIMHUYECKYIO
CUMNTOMATKKY CEPAEYHOM HEAOCTAaTOHYHOCTU, KOTOPas YacTo MackMpyeTcs Mo aHaTOMO-du3monornyeckme 0CoOBeHHOCTU y feTei
paHHEero BO3pacTa, a Takxke yMeTb MHTEPNPETUPOBATb M aHANM3MPOBATL PE3YNbTaThl 4OMOAHUTENBHOIO 06C1eA0BaHNS: TMNepTPO-
®ua Nnpeacepanin U XenyaooukoB CepAaLa, NPU3HAKK Harpy3Kku, HapyLeHe NpoLeccoB penonspu3aLm No AaHHbIM 31eKTPOKapAMO-
rpaduu, onpeaensTb KapLMOMEraaunio 1 HapyLLIEeHWS KPOBOTOKA B IETKMX MO AaHHbIM PEHTTEHONOMMYECKOro NCCneoBaHM, a Tak-
€ MOHMMATb 3HAYMMOCTb K/HOYEBbIX MAPaMeTPOB TPAHCTOPaKaNbHOM 3xokapanorpadum. PaHHIS AnarHoCcTMKa KapAMOMMOnaTui
y [eTel KpaiHe BaXkHa, MOCKO/bKY BCe 3a60n1eBaHMS MMOKapAa MOryT BbiTb aCCOLMMPOBaHbI C CUHAPOMOM BHE3aMNHOM CepaeYHOM
cMepTu. YacToTa BHE3anHOW CMepTH y ieTell C AMNaTauMOHHOM KapaMoMuonaTueid Bapbupyet ot 1,5 no 4%, B 6onblwmHCTBE
CNy4yaeB MpUYMHA NETANIbHOTO UCXOAA — XKM3HEeYrpoXatoliMe HapyLleHWs CepAeYHOro puTMa, KoTopble Takke TpebytoT paHHen
naeHTMbukaummn. CeoeBpeMeHHas AMarHoCTMKa U KOMMIeKCHOe NeyeHre No3BONST YIYYLKUTb MPOrHO3 M KaYeCcTBO XM3HKU AeTel
npv AaHHOM matonoruu. B ctaTbe HamMu NpeacTaBneH KAMHWYECKMIA CyYalt TPYAHOCTM AMATHOCTUKM AMNATALMOHHOM KapAamo-
MWMOMNATUM B COMEeTaHUK C TpoMbodunumelt y pebeHka paHHero Bo3pacra. [lo3gHee BbiSIBNEHME COYETAHHOM NAaTONOrMU NPUBENO
K TaKUM OCNIOXKHEHMSM, Kak TPDOMBOO3 NEBOrO XeyAoUKa U ero BblpaeHHas CMcTtonuyeckas aAnchyHKLms, KoTopble notpeboBanu
B JafibHENWEM Cepbe3HON M OSIUTEIbHON aHTUKOATYNSIHTHOM M KapAMOMNPOTEKTUBHOM Tepanuu.

KnioueBble cnoBa: AmMnaTaumMoHHas KapamomMmonatua, Kapamomeranma, netTmn, AMarHoCTuka, CUCtonmyeckasn ,D,MCd)yHKLI,Mﬂ neBoro
Xenynodka
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Abstract

Dilated cardiomyopathy is a common cause of heart failure and the most common pathology in patients referred for heart
transplantation. In childhood, difficulties arise in the differential diagnosis of various types of cardiomyopathies due to the
lack of research methods such as cardiac magnetic resonance imaging, endomyocardial biopsy, and molecular genetic analysis
in the routine practice of a doctor. In this regard, the pediatrician and pediatric cardiologist need to pay special attention to the
clinical symptoms of heart failure, which are often disguised as anatomical and physiological characteristics in young children,
and also be able to interpret and analyze the results of additional examination: hypertrophy of the atria and ventricles of the
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heart, signs of stress , disturbance of repolarization processes according to electrocardiography, determine cardiomegaly and
disturbances of blood flow in the lungs according to X-ray examination, and also understand the significance of key parameters
of transthoracic echocardiography. Early diagnosis of cardiomyopathies in children is extremely important, since all myocardial
diseases can be associated with sudden cardiac death syndrome. The incidence of sudden death in children with dilated cardio-
myopathy varies from 1.5 to 4%; in most cases, the cause of death is life-threatening cardiac arrhythmias, which also require early
identification. Timely diagnosis and comprehensive treatment can improve the prognosis and quality of life of children with this
pathology. In the article, we present a clinical case of difficulty in diagnosing dilated cardiomyopathy in combination with throm-
bophilia in a young child; later detection of the concomitant pathology led to complications such as left ventricular thrombosis
and severe systolic dysfunction, which subsequently required serious and long-term anticoagulant and cardioprotective therapy.
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BBEOEHUE

3aboneBaHus cepaeyHo-CoCyaANCTON CUCTEMbI — OAMH
M3 BaXKHbIX KIMHUYECKMUX Pa3LenoB AETCKOW KapAnonornm
W negnaTpumn. AKTyanbHOCTb Npobnembl 0ByCcnoBneHa TeM,
4TO 3aboneBaHMs cepala 3aHMMAlOT OAHO M3 BedyLUMX MecT
B MaTon0rMn AeTckoro Bo3pacTta B Poccuiickoin Menepaumm
n CubupckoM denepanbHOM OKpyre, CONPOBOXAAKTCS BbICO-
KUM PUCKOM OC/IOXKHEHWUM C pa3BUTMEM CEPAEYHON HeaoCTa-
ToyHoct (CH) u HebnaronpuatHoro mnexona [1-4]. Mpu CH
y naumneHToB B AebtoTe 3a60n1eBaHMS HEOOXO0AMMO UCKTHOUNUTD
psan 3aboneBaHui cepaLa, B TOM UMCIe BPOXKAEHHbIE MOPOKM
cepaua (BIMC), kapauTbl, HApyLWeHUs pUTMa U NPOBOAMMOCTH
cepaua, a Takxke kapamomuonatumn (KM [4-7]. TsxecTb co-
CTOSIHMS M NPOrHO3 3a60NeBaHMI BO MHOIOM 3aBUCAT OT CTe-
NeHn NOpaXKeHUs MMOKApAa, COYETaHUS KapaUToB u (Mnau)
KMI ¢ pazanynbiMm BI1C, TpoMb603MBONMYECKUMIU OCIOXKHE-
HMAMM, Pa3HOOOPA3HbIMM APUTMUSMMU, YTO YBENUUUBAET PUCK
baTanbHOro UCXoAa MK MHBaNMAM3auum naunerta [7-10].

CnenyeT OTMETUTb, YTO B NOCIEAHUE OECITUNETUS YBENN-
YMANCb 3ab0neBaHNs MUMOKapaAa Kak HeYTOYHEeHHOM 3TMoNo-
MK, TaK U reHeTUYEeCKM AeTEPMUHUPOBAHHbIE [2, 3, 7, 9-11].
Mo MHEHWIO psaa aBTOPOB, U3MEHEHMe CTPYKTypbl 3abone-
BaHWI CepaLa CBA3aHO He TONMbKO C UCTUHHBIM POCTOM AaH-
HOM NaTonorMu, HO U C BHEAPEHUEM B MPAKTUKY COBPEMEH-
HbIX BbICOKOMH(MOPMATUBHbLIX METOAOB UCCNEAO0BAHMS, TaKMUX
KakK MarHWTHO-pe30oHaHcHas Tomorpadus (MPT) 1 axokapaun-
orpadus (9XOKT) [7,9, 12-15]. OaHOM M3 HELOCTAaTOYHO M3Y-
YyeHHbIX NpobaeM KapaMonorm ocTaroTcs 3aboneBaHns cepa-
Lla, KOTOPpble XapaKTePM3YHTCS 04aroBbiM MK AMddY3HbIM
NMOpaXeHWeM MMoKapaa C HanM4yMeM runepTpodun CTeHoK
XENy[0YKOB U pacliMpeHneM Kamep cepAla, a Takxke C Mno-
BbILEHHOM TPabeKynapHOCTbI0O MUOKApPAA NEBOMO Xenyaoy-
Ka (JTX), 4To HapyLllaeT COKpaTUTENbHYK CNOCOBHOCTb MUO-
kapaa [7, 10, 11, 14]. OgHow 13 Hambonee pacnpoCTpaHeHHbIX
dopM KMTy peteit aBnsietcs amnataumonHas (AKMTM) [7].Mog,
OKMI noHmnMatoT 3aboneBaHme cepaua, XapakTepusytoLeecs
HeobCTPYKTMBHbLIM pacmpeHnem JDK, CHUKEHHOM KOHTpakK-
TWBHOM CNOCOBHOCTBIO MMOKApAA NPU OTCYTCTBMM rEMOAMHA-
Muyeckoi neperpysku (BMNC, aptepuansHas U neroyHas runep-
TeH3us, KnanaHHasg natonorung, uwemuyeckas bonesHb cepaua),
KOTOpble MO Bbl BbI3BATb HapylleHue rnobanbHOM CUCTO-
nnyeckon dyHkumm JDK [16]. CnepctBuem MOpdOCTPYKTYPHbIX

M3MEHEHWI 9BNSETCS pe3koe pa3BuTue 3actorHon CH [4, 17].
STtmonorus JKMI pazHoobpaszHa, Npy 3TOM BO3MOXKHbI MPUO6-
peTeHHble U HaCNeACTBEHHbIE (OPMbI, YTO NMO3BONSET OTHOCUTD
3aboneBaHue K cMelaHHbiM popmaM KMIT, cornacHo knaccu-
durKaummn, npeanoxeHHo AMep1KaHCKOM cepaevyHoM accoum-
auueit [16]. BmMecTe ¢ TeM KOHKPETHas NpuynHa 3aboneBaHus
BbIsiBNsieTcs Tonbko B 40% cnyyaes (B TOM Yncie MUOKapAMT,
MeTabonnyeckme U HepBHO-MbIleYHble HonesHu), ocTanb-
Hble hOpMbl OTHOCATCS K mamonaTuyeckmm [18, 19]. Mpunob-
peTeHHas NOCTMUOKapAMTUYEeCcKas GopMa, Mo AaHHbIM Neama-
Tpuueckoro peructpa KMT, npeobnagaet B ctpyktype JKMT.
MpUYMHON NOCTMUOKAPAUTUHECKON MUONATUM B HONbLIMH-
CTBe C/ly4aeB SBNSETCS BMPYCHAs MHbeKums. M Tonbko AaH-
Hble 3HLOMMWOKapAMaNbHOM BMONCUKM NO3BONAIOT BbIAEANTD
onpeaeneHHbln reHoM BMpYCa, Bbi3BaBLuero 3abonesanue [20],
4TO HEBO3MOXHO MPUMEHUTb B PYTUHHOM MPaKTUKe.
BpauamM-neamatpam 1 feTCkmMM Kapamonoram 6e3 Hanuums
[LOMNOHUTENbHBIX pe3ynbTaToB 00CNef0BaHUS MPOBOAMUTD TO-
nuyeckyto amarHoctuky KMI noctatouHo cnoxHo. Beuay He-
CNeundUUHOCTU KnnHMYeckmx cumntomoB OKMI1 Ha nepsoe
MeCTO B AMArHOCTMKe BbICTYNAKOT MHCTPYMEHTabHbIE METOAb,
Takue kak IXOKI u MPT cepaua, ¢ y4eTOM Takmnx nokasarenew,
kak dpakuus Bbibpoca (PB) no CumncoHy, pa3mepbl kamep
cepaua, TonwmHa Mrokapaa JK n MexokenyaoykoBow ne-
peroponku (MXIT), rpaguneHT aasneHuns mexay JK 1 aopton,
CUCTONIMYECKOTO AABNEHMS B IEFOYHOM apTepUK, Hannumne KoM-
MaKTHOTO M HEKOMMAKTHOIO €105 U MX COOTHOLLEHME, YTO Mo-
3BONISET NPOBOAUTbL TONMYECKYI0 anarHoctuky AKMI ¢ opyrm-
Mu 3ab0oneBaHMAMM MUOKAPAA U NMONOXUTENbHO CKa3blBAETCS
Ha TeyeHun 1 nporHo3e 3abonesanmns [4,7,9,11,12,15]. CHu-
xeHne OB JIK meHee 0,30 g9BnseTCs OCHOBHbIM 3X0Kapamo-
rpaduyYecknMM NporHOCTUYECKU HebnaronpusTHBIM MapkepoMm
NO AaHHbIM BONbLUMHCTBA UCCNENOBAHWIA; TaKKe MMeeT 3Ha-
YeHMe BbIpaKEeHHAs MUTPaNbHas M TPUKYCNUAANbHAS HeLo-
CTaTOYHOCTb, leroyHas runepteHsus. K anekTpokapanonoru-
4yeckMM Mapkepam HebnaronpusatHoro nporHosa npu OKMI
CnenyeT OTHOCWTb BI10Kady BETBEM N€BOM HOXKM Nyyka M1ca,
Hanuume rnybokoro 1 wupokoro 3ybua Q, neperpysky npep-
Cepami, Kenyno4uKoBble HapyLLeHUs CEPAEYHOro PUTMA, uLle-
MUYeCKMe 3MEHEeHMS npoLecca penongapusaumu [21].
HeobxoamMmbl fanbHenlme nccnefoBaHMsg No OLEHKe
ponu GUBPO3HbLIX U3MEHEHMIA B MMOKApAe Mo AaHHbIM MPT
C ragonuHueM B nporHose TeveHus AKMI. [MpumeyaTensHo,
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4yTo oTcyTcTBME HMOPO3a accoLMMPYeTCs C BO3SMOXHOCTbIO
006paTHOro peMoAeNnpoBaHMsS MUOKAPAA, YTyYLLeHUEM K-
Huyeckoro cTtatyca. CiefyeT yunTbiBaTh, 4TO GMOPO3HbIE U3-
MEHEeHUs — 3T0 MOPdHONOrnyYeckuin cybcTpaT Ans BO3HMK-
HOBEHMA HApyLWeHU CepLevyHoro puMTMa, KoTopble MoryT
OCNIOXHATL TeyeHue 3abonesanus [22]. OnpenenexHyto no-
MOLLb B YTOYHEHMM HebnaronpusaTHoro nporHosa AKMIT oka-
3bIBAOT BMOXMMUYECKME MAPKePbl, TaKne Kak ypoBEHb Ha-
TpUypeTnyeckoro nentuaa. B uccnenoBanwm oeTen paHHero
Bo3pacta (2o 2 net) ¢ IKMT1 6bino yctaHoBAEHO, YTO NMOKa3a-
Tenb HaTpuiypeTuyeckoro nentuaa 6onee 140 nr/mn cnyxut
npeamKTopoM HebnaronpusTHOro TeyeHus 3abonesanus [23].

OKMI aBnseTtcs TaxenbiM 3aboneBaHneM C nporpeau-
€HTHbIM TeYeHneM 1 HebnaronpusaTHbIM NPOrHO30M. Mo faH-
HbIM NPOAOCIKUTENbHOTO HabntoneHus (10 net) 3a AeTbMu
B BO3pacTe OT 5 Mec. Ao 15 net, bnaronpmsatHoe TeyeHue nNpo-
Lecca otMeyveHo B 14% cnyyaes, NpenMyLLEeCTBEHHO Y Nauu-
€HTOB paHHero Bo3pacta, ctabunmsaums npouecca - 8 21,1%,
K MA0OXOMY NMPOrHo3y oTHeceHo 64,8% cnyyaes. B nocnen-
Hue rofbl 3a cyeT Honee WKMPOKOro BHELPEHUS B MPaKTUKY
TPaHCNAAHTALMM BbDKMBAEMOCTb AeTeN yBennumnnacs [21, 24].
Ha nporHo3 3aboneBaHus BMSET He TONbKO BO3pacT Lebto-
Ta, HO u 3TMonormg OKMII. B uccneposaHum, npoBegeHHOM
B HoBolt 3enaHamnu, yCTaHOBAEHO, YTO AeTU C ceMerHoW dop-
MOM UMEIOT XYALUNIA NPOrHO3 MO CPaBHEHMIO C MAMONaT1ye-
CKoM u MmokapamTuyeckoi KMI [24]. B apyrom nccnenosa-
HWM MOKa3aHo, 4TO HeBNaronpuaTHbIM NPOrHO3 XapakTepeH
npv AKMI1, Bo3HMKAKOLLEN Ha POHE NPOrpeccMpyroLen Mbl-
LeyHoM anctpodum, u npu nanonatnyeckom dopme. Hamnyy-
LUK NPOTHO3 XapaKTepeH Ang aeTen ¢ MuokapanTom [21].

CrouT TaKkke NOMHUTb, 4To JKMIT MOxeT ObITb accoLmMmnpo-
BaHa C CMHAPOMOM BHE3aMNHOM CepaeyvyHoi cMepTu. YacToTa
BHE3aMnHoW CMepTH y ieTel ¢ 3TUM 3aboneBaHMeM BapbupyeT
o7 1,5 no 4%, B 60NbLUIMHCTBE C/y4aeB NpUYMHA NIETANbHOMO
Mcxoaa — apuTMmUMK. Tak, OTMeYeHa Bbicokas Yactota Gpubpwun-
NALMM KeNy[0UKOB, ee NMOABNEHMIO CNOCOBCTBYET pe3koe Ha-
pyLUEHME HACOCHOM (QYHKLMM MCYepraBLIero CBOM BO3MOX-
HocTu JIX 1 noBbileHne aaBneHus B ero nonoctu [25]. AKMI
OTHOCUTCA K Hambonee TaxenbiM 3aboneBaHMsIM MUOKapaa,
XapakTepu3yeTcs KpaiHe BbICOKOW MHBANMAHOCTBIO U CMepT-
HOCTbt0. B CBSA3M C 3TMM OT MpaKTUKYOLWEero Bpaya-neamarpa
TpebyeTcs 0coboe BHUMAHME K TaKMM MALMEHTAM, @ PAHHSS
[IMAarHOCTUKa M CBOEBPEMEHHOE NeyeHne NO3BOASIOT Yayy-
LUWTb MPOFHO3 W Ka4YecTBO XW3HK aetei ¢ AKMI.

B pamkax npeacraBnseMoro KAMHWUYECKOro Cy4as Ham
X0Tenoch Hbl NOKasaTb NpUMEpP MaNOCMMNTOMHOMO TeYEHMUSs
OKMTI y pebeHka paHHero Bo3pacrta C pa3BUTUEM OC/I0XKHe-
HWI, @ TaKKe TPYAHOCTM AMArHOCTUYECKOro MOMUCKa B YCI0BU-
X PYTUHHOW NPaKTUKKU BpaYa.

KJIMHUYECKUIA CNYYAN

MaumeHTKa $. BNepBble nMonana B Nnofie 3peHus Bpayei
ObnacTHoWM AeTckow KnuHudeckomn bonbHuubl 1. Omcka (OLKB)
B Bo3pacte 8 mec. 14 aHBaps 2022 r. Co cnoB Mambl, y pebeH-
Ka B TeYEHWE HEKOTOPOro BpEMEHM OTMEYaNoch nepuoanye-
CKOe MoKaluMBaHWe Npu OTCYTCTBMM KaTapasbHbIX NposBe-
HWUIA M TUXOPAAKM, YTO MOCTYKMNO NOBOAOM At 0bpalleHus

10 | MEULIMHCKUIA COBET | 2024;18(11):8-17

K neamaTpy no MecCTy XUTeNbCTBA ANS UCK/IYEHWUS OCTPOro
pecnupatopHoro 3abonesanus. o pekomMeHAauMm neguartpa
BbINOMHEH OOLWMIA aHanM3 KpOBK, MO pe3yabTaTaM KOTOpOro
BblIBNIEHa THKeNnas aHemua: remornobun 70 r/n, LBETOBOM No-
kazatenb 0,47 (rmnoxpomus). PebeHok Hbla rocnMTanu3mMpoBaH
B LEHTPaNbHY0 PalioHHY BONbHULY MO MECTY XMUTENbCTBA
13 auBaps 2022 1. C BbISIBNEHHOM aHEMUEW TKENOM CTENEHM.
B ycnoBusx LeHTpanbHOM paioHHOM 60MbHULbI Bblna BbINOI-
HeHa peHTreHorpadus OpraHoB rpyLHOM KNETKMU, HA KOTOPOM
3a(MKCMPOBAHa BbIpAKEHHAs KapLuMoMeranunsg ¢ KapamoTto-
paKasnbHbIM MHAEKCOM OKONO 72%, NPy 3TOM BbISIBNEHHAS Ha-
X0[Ka ocTanach 6e3 BHMMaHus (puc. 1).

[anee nesouka 6bina nepesefeHa B CNeLManM3MpPoOBaH-
Hoe rematonoruyeckoe otaenenve OLKbB 14 aHsaps 2022 .,
KaTapanbHbIX NPOSBNEHWUIA NPU MNOCTYNNEHUM B OTAENEeHue
y pebeHka He 6bin0, ypoBeHb remornobuHa 68 r/n. B remato-
NOTMYECKOM OTLENeHUn NOATBEPXKAEHA xene3oaeduumnTHas
aHeMus: B BUOXMMMYECKOM aHaNM3e KPOBW YPOBEHb CbIBOPO-
TOYHOTO Xene3a CHUXKEH A0 2,8 MKMOMb//, CHUXKEH YPOBEHb
depputnHa o 1,88 Hr/mMn. HasHayeHo napeHTepanbHOe BBe-
[leH1e NpenapaToB Xene3a B BO3PacTHbIX A03MPOBKaX, Tepa-
MU0 NepeHoCcKna yaoBneTBOPUTENbHO.

B oTmneneHun pebeHKy BbINONHEHA 3N1EKTPOKApAMOrpam-
Ma (KT 19 anuBaps 2022 r.: cuHycoBas Taxmkapaums € 4acto-
TOM cepaeyHbix cokpatlernit (HCC) 166-187 B MUHYTY, anek-
Tpuyeckas oCb CepALa OTKIOHEeHa BMpaBo, 3adMKCUMPOBaH
Mariblii NpupocT 3ybua R B otBeaeHusx V,-V,, perucrpuposa-
Nacb 3neKTpuyeckas akTMBHOCTb JDK v BbipaXeHHble HapyLue-
HWS NPOLLECCOB penonspusauunm B MMokapae (puc. 2).

C 17 anBaps 2022 r. (Ha 5-e cyTkn npebbiBaHMS B re-
MaTONOrMYeCKOM OTAeNneHnn) y pebeHka nossmnach cy6-
hebpunbHas Temnepatypa o 38,0 °C, pBoTa C Xenubto,
CbeLleHHOM CMEChIO ABYKPATHO, XXMAKUI CTyn. B €BA3M € Kn-
HUKOM KuweyHon nHdekumm ¢ 17 aHeapsa 2022 r. napeH-
TepanbHOE BBeAEHUE Xenesa npekpalieHo, pebeHok 6bin
M301MpOoBaH B HOKC NPUEMHO-AMATHOCTUYECKOro OTaene-
Hua OKB, B Kane BbIsiBNEH aHTUreH pOTaBMUpYCa, NpoBese-
HO fle4yeHne poTaBMPYCHOrO racTpoaHTepuTa. B AnHamuke

PucyHok 1.PeHTreHOrpaMma OpraHoB rpyAHON KNeTKU nauu-
€HTKM £ B MpsIMOi NpoeKkLmm
Figure 1. Frontal chest x-ray of patient Ya




PucyHok 2. dnekTpokapamorpamma naumeHntku §. ot 19 gaHea-
ps 2022 1.
Figure 2.Electrocardiogram of patient Ya. (January 19, 2022.)
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B CBA3M C HOpManu3aumein COCTOSHMUSA, OTCYTCTBMEM JIUXO-
pagKku, pBOTbl BHOBb HA4aTO BBeAEHWE MpenapaToB Xene-
3a C 23 auBapsa 2022 r.

Mpu noBTopHOM npoBeaeHun KT ot 21 gaHBaps 2022 .
(DVKCMPOBANUCH NPU3HAKM YBENMUYEHMS 0D0MX XKENya04KoB,
onddy3Hble M3MEHEHWUS B MUOKApAE, CUHYCOBAs Taxmkap-
oma ¢ YCC 136-150 B MUHYTY, anekTpuyeckas ocb cepaua
NpuW 3TOM BEPTUKA/bHAS.

Pebenky bbina nposegeHa IXOKT B ycnosusax OLKB
28 aHBaps 2022 r. Bnepsble. [10 pe3ynbTrataM McCIeno-
BaHMWS BbISBieHA BblpaxeHHas aunataumsa JK (KoHeYyHo-
ounacrtonnyeckmnin pasmep (KOP) 4,1 cm, z-score 4,72,
KOHe4YHo-cuctonmnyeckuin pasmep (KCP) 3,6 cm, z-score 6,51
CO CHWXEeHUeM cuctonmyeckon oyHkumn (OB 27%)

M rmnokmMHesoM MXI1 u 3agHen cteHkun JDK, B monoctn ou-
natnposaHHoro JIK BM3yanu3nMpoBanmncb LOMNONHUTEbHbIE
ob6beMHble 06pa3oBaHus 3,4 x 3,1 cm, 1,2 x 0,6 cM, men-
Kne 0bpazoBaHus 6nmke K Bepxylwke ao 0,3 cm (5-6 wTykK)
6e3 yeTkoM CBs3n o cTeHkamu JDK — Hanbonee BeposTHO,
Tpombbl. CaMoe kpynHoe obpasosaHue, 0,3 cM, BU3yanu3u-
pOBanoch B LeHTpe. BbisiBneHa aHHyN03KTa3ns MUTPasbHOMO
KnanaHa c peryprutaumen 3-i ctenenun — 60% nnowaam ne-
BOro npeacepams, 4,2 cM?; B Noa0CTv Nepukapaa BU3yanmsm-
pOBasCa 3X0-HeraTuB Mno 3aaHei creHke JIX 0,6 cM, no ne-
penHen cteHke npasoro xenynoyka (MK) 1,4 cm (puc. 3).

Mpu dur3mkanbHoOM ocMoTpe pebeHKa SIBHbIX NposBe-
HU CH He oTMeyvanoch, pebeHoK Gbl1 aKTUBHbIN, XOPOLLO
en cMecb U3 BYTbIOYKM, oablWKa He onpegensnack. Obpa-
Wanu Ha cebs BHUMaHME OTCTaBaHWe B (U3NYECKOM pa3-
BUTUM 3a CyeT AeduuMTa MaACCbl Tena Nerkon cTeneHu
(SDS MMT -1,86, SDS pocta 1,60, SDS maccel Tena -0,44)
n pebopMauma rpyaHON KNeTKM No TUNY KUNEBUAHOWN,
npv 3TOM BCMOMOraTeNbHasg MyCcKynaTypa B akTe AbIXaHWS
He y4acTBOBasa, OTEKOB BM3YabHO W NaNbNaToOPHO He onpe-
LLensanoch, B NErknx AplxaHue nNpoBOLMIOCH MO BCEM MOAAM,
XpWMbl HE BbIC/TYLUWMBANUCD, INM3040B AecaTypaLmn He oTMe-
yanoco. Mpu nccnenoBaHUM cepAeYHO-COCYANCTON CUCTEMBI
BbISIBNEHO paCLUMPEHNE FPaHUL, OTHOCMTENbHOM CepaeYHOM
TYNOCTU BNEBO, NTOKANU3aLMs BEPXYLIEYHOro ToNYKa Ha 3 M
KHapY>XW OT CpeaHeKTUYMYHON TMHUK, TTYXOCTb TOHOB Cepp-
i@ BO BCEX TOYKAX ayCKyNbTaLMu, LYMbl MPU 3TOM HE BbICNY-
wmBanuce. He 6bI10 renato-, cnneHomMeranmu. KnuHuyeckm
perncTpupoBanach TaxMkapaus Kak BO3MOXHOe nposiBfe-
Hue nesoxenynovkoBoi CH, oaHaKo, yunTbIBas THKENYHO aHe-
MU0 MPU NOCTYNAEHUU 1 BECNOKONCTBO NPU KAMHUYECKOM
0CMOTpe B CWUy BO3pacTa pebeHka, pacleHnUTb ee UMEHHO
Kak nposieneHune CH 6bino 3aTpyaHUTENBHO.

C yyeToM BbISIBNEHHOM 3HaYMMown aunataummn JIK co cHu-
KeHWEM rn106anbHOM COKPATUTENbHOM CNOCOBHOCTM NaLMEHT-
Ka bbina nepeseneHa B neauatpuyeckoe otaeneHne OKB
Ha Kapauonoruyeckme Konku, rae ¢ 28 guBaps 2022 r. Havata
natoreHeTM4yeckas Tepanus: HazHayeH MHIMBUTOP AaHTMOTEH-
3uHnpespawatowero Gepmenta (MAM®) kantonpun, aHaTa-
FOHWCT MUHEPANOKOPTUKOMAHbIX peuentopoB (AMKP) cnu-
POHOJAKTOH, @ TaKXKe KapAMOTOHUYECKMIA NpenapaT AMroKCUH
(n03MpOBKM NpenapaTtoB U ANWUTENbHOCTb MPUMEHEHMS YKa-
3aHbl B mabsuye). Takxke C y4eToM CTabunbHOM reMoanHa-
MUKKU 6€3 NpUMEHEHUS MHOTPOMHOM MOAAEPXKKM B Tepanmu
c 16 deBpang 2022 r. Havancs nogbop o3 B-anpeHobnoka-
Topa KapBegunona (mabauya).

C y4yeTOM BbISIBEHHbIX 00bEMHbIX 0O6pa30BaHUit B Mo-
noctn JOK nposepeHa Koarynorpamma, 3HaYnMMbiX nsme-
HEHWI BbISIBNEHO He OblN0: aKTUBMPOBAHHOE YacTUMYHOE
TpombonnactuHoeoe Bpems (AYTB) 28,9 cek, ogHako onpe-
nensnocb peskoe nosbiweHne D-gumepa 31 gaHeaps 2022 r.
0o 3013,0 Hr/Mn (puc. 4). B kpoBu Takke onpenensnocb no-
BblLUEHME MapKepoB BOCMaNeHus: ypoBeHb C-peakTUBHO-
ro 6enka 2 ¢@espang 2022 r. coctasnan 17,62 mr/on. Kap-
amocneumduyeckme Mapkepbl OblIM HECKONBKO MOBbILWEHbI:
n3odbepMeHT kpeaTHkMHasbi-MB (KDOK-MB) 63 E/n, ypoBeHb
TponoHuHa 1,41 Hr/Mn, ypoBEHb HAaTPUIMYPETUHECKOTO NENTK-
na (NTproBNP) 6bin pe3ko nosbiweH — 6onee 35 000 nr/mn.
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PucyHok 3. TpaHcTOpakanbHas axokapanorpadums naumeHT-
kun 9. 0t1 28 aHBapsa 2022 r.

Figure 3. Transthoracic echocardiogram of patient Ya.
(January 28,2022)

Mo pe3synbratam obcnenoBaHMs C LENbKD COMMACOBaHMA
TaKTUKKM BeaeHus naumeHTkn 1 gespang 2022 r. 6bina npo-
BefleHa TeneMeanLMHCKas KOHCYNbTalmMs Co CneumManmucTamm
HauMoHanbHOro MeauLUMHCKOro MCCAenoBaTeNbCKOro LeH-
Tpa UMeHu akaf. E.H. MewankunHa, no pesynsrataM KOTOPOM
CKOppeKTMpOBaHa MeAMKAaMEHTO3Has Tepanus, NoKasaHui
[N ONepaTMBHOIO NleyeHms He Bbino.

12 ‘ MEOULIMHCKUIN COBET | 2024;18(11):8-17

[poBOAMNOCH TUTPOBAHME renapmHa, Ha 3ToM GoHe AYTB
He noBblcuncs — 22,7 cek, aHTuTpoMbuH Il 136%, B cBA3M
C YeM MpoBeAeHa 3aMeHa NpenapaTta Ha 3HOKCanapuH Noa-
KoxHO ¢ 31 sHBaps 2022 r. (ma6auya). B knuHWyeckoi kap-
TUHe Ha (oHe BBeAEeHMs dHOKCOMapuHa Oblna AMxopanka
0o debpunbHbix umMdp (oo 39,0 °C) ¢ 31 aHBaps no 4 des.-
pang 2022 r., B nepBble CYyTKM MOABEMbI TEMNepaTypbl OT-
Meyanucb Ao 4 pa3 B AeHb, B JaNbHENIEM UX KPAaTHOCTb
yMeHblumnnack. MNonyyana aHTMHaKTEPUANbHYIO TEpAnuio 3p-
TaneHeMoM, 3aTeM — KOMOMHWPOBAHHY aHTHbGakTepuanb-
HYH0 Tepanuto NMHEe301ULOM U MeponeHeMoM, NpOTUBO-
rpubkoByto Tepanuio GaykoHa3onoMm. B guHamuke Ha doHe
aHTMBaKTepUanbHOM Tepanuu CHU3UNCS ypoBeHb C-peakTuB-
Horo 6enka po 0,64 mr/on (15 despans 2022 r.), B obwem
aHanM3e KpoBM YMEHbLUMACS NENKOLMTO3, CKOPOCTb oceaa-
HWUS 3PUTPOLMTOB, YPOBEHb NMpoKanbuUmMToHUHa 0,5 n 6onee
31 aHBaps n 4 despans 2022 r. (mabauya).

Ha doHe nuxopagku U GU3NYeCcKMx MeToLOB OXNaxae-
Hua 31 auBaps 2022 .y A4€BOYKM NOSBMACS MOHOTOHHbIN
FPOMKMI KpUK, MKCaLLMs B30pa BNEBO, NOBOPOT rOfI0BbLI BNe-
BO B TeYeHMe 0KOoM0 1 MWH, 3payuku OAMHAKOBbLIE, PeaKLMs
Ha CBeT coxpaHeHa. [laHHOe cocTosHMe Bblo pacLeHeHo
KaK 3KBMBANEHT CyA0pOr HA GOHEe rMnepTepMuu, B Tepanmm
nony4vana napaueramon u ammHasuH. OcmMaTpmBanach HEBPO-
norom 4 despang 2022 r., NOCKONbKY CyLleCTBOBaNa yrposa
OCTPOro HapyLweHMs MO3roBOro KpoBoObpaLLleHUs, K Tepanum
6b1n gobasneH dpeHobapbutan (mabauya), NnofobHble Npu-
CTynbl 60ONbLIE HE MOBTOPSIUCD.

C Lenbo UCKNKYEHMS MOPOKOB Pa3BUTUS aopTbl (Koap-
KTauuMu, nepepbiBa Ayrv aopTbl), aHOMaAMM Pa3BUTUS KOPO-
HapHbIX apTepwuii, KOTOpble MOMK OblITb NPUYMHAMM Anna-
Taumm JIK, npoBeaeHa MynbTMCNMpanbHas KOMMbloTEpHas
ToMOrpadus aopTbl C BHYTPUBEHHbBIM KOHTPACTUPOBAHM-
em 1 deBpans 2022 r., Nno pe3ynbTaTaM BblsSiBEHbI NPU3HA-
KW paclwmpeHuns nonoctei cepaua, npemmyliectseHHo JDK
M neBoro npencepams, Tpombos B nonoctu JHK. KT-kapTuHa
MHMapKTa 0b6emx noyek. KopoHapHble apTepmm NpoCnexu-
Ba/IMCb B 0ObIYHOM MeCTe, OTXO4MAM OT a0pTbl, TakuM o0bpa-
30M, NMOPOKM Cepaua U cocynoB Obinm UCKOYeHbl. PebeHky
NpoBOAMNCS CYyTOYHbIN MOHUTOPUHT KT 15 despang 2022 .,
no pesynbTaTaM AaHHbiX 06 apuTMoreHHoi KMII, koTopas
Morna 6biTb MPUYMHON Pa3BUTUS BbIPAXKEHHOM ANCHDYHKLUMM
JIK, He BbISBNEHO.

Ha ¢oHe BBEAEHMS 3HOKCANapuMHa AOCTUTHYT MNOJHbIN
Tpombonutnyeckunin acddexT, no gaHHbeiM IXOKT ot 7 des-
pang 2022 r. pononHuTeNbHble 06pa3oBaHus B nonoctu /K
He BM3yann3npoBanuch, Takxke cHmsuncs D-gumep - ¢ 3013
0o 310 Hr/mn 14 cdespans 2022 r., npoBeneH nepexon,
Ha NpodMNaKTUYECKYH [03Yy 3HOoKcanapuHa ¢ 15 despans
2022 r.ViccnenoBaHme KpOBWM HA reMOKYbTYPY MPOBOAMIOCH
3 pa3a Ha GoHe nnMxopanku, BblM MOoNyYeHbl OTpuLATENb-
Hble pe3y/bTaTbl.

Y [eBOYKM yNyylWmMacs anneTuT, OHa nojyyana BblCOKO-
6enkoByto cMecb MHbAHTPUHK, NUTaHMe yCcBamBana, cocana
caMocCTosTeNbHO, CTana bonee aKTMBHOM, HA OCMOTP pearu-
poBana nonoXuTenbHo, ¢ nHTepecoM. C MOMeHTa noctynne-
Hua npubasuna B Macce 1010 r, B aHaMmnke ctabubHble
npubaBku Macchl Tena otMevanuch ¢ 10 despans 2022 r.



PucyHok 4. InHamunka nokasarteneit D-gumepa Ha doHe aHTH-
KOAryfisHTHOM Tepanuu NauueHTKu 5.

Figure 4. Changes in D-dimer levels during anticoagulant
treatment
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Mounnacb cBoboLHO, TeMn Anype3a Obln LOCTATOUHbIN, OTe-
KOB 3a BpeMs HabntoaeHus He Bbino, Ha doHe Tepanun CH
oTMeYanach TeHAeHUMS K Bpaaukapamu.

B nuHamuke no IXOKTI nepep BbINMCKOM M3 oTaene-
Hua 15 despana 2022 r. KOAP z-score 5,40, KCP z-score 7,12,
®B 29%, TonwmHa MXIT B anacrony 0,5 cm, TonwmHa 3aaHewn
creHkn JIK B amactony 0,6 CM, rMNoKMHE3 CTEHOK, ONpeaens-
Nacb MUTPasbHas peryprutaums C nNaoLaibo noToka 2,6 cm?,
40% ot nnowaamn nesoro npeacepaus. Pasmep MX 2,1 cm
z-score 2,09, pasmepbl npaBoro npeacepams 2,5 x 2,2 cm -
perypruTaums Ha MUTPanbHOM K/anaHe He Hapocna, yBenu-
yununch nonoctu MX 1 NpaBoro npeacepams, NONOCTU NEBbLIX
otaenos 6e3 oTpuuaTenbHoOM AMHaMUKKM, OB npexHas -
29% (puc. 5, 6).

C yyeToM KnmHM4eckoro ynyywenus 21 despansg 2022 r.
pebeHOK BbIMMCAH Ha aMByNaTOpHBbIM 3Tan C AMArHO30M: OC-
HoBHoOM: AKMI, HK 1A, ®K |l no Ross; ocnoxHeHWe 0CHOB-
Horo: TpoMb B nonocTu JIK, HeQoCTaTOYHOCTb MUTPANbHOMO
KnanaHa ymepeHHas, MHDapKT B 06enx noykax; ConyTcTBy-
foWwmit: GYHKLUMOHMPYtOLLEe OBaslbHOE OKHO, aHEMUS Xene-
300eULMTHAA TAKENON CTENEHU, YNyYLLEHNE, POTaBUPYC-
Has MHbEKUMS — racTPOIHTEPUT CPefHelt CTeNeHM TKECTH,
BbI340pPOBEHUE, LAKPUOLMCTUT NEBOTO 1M1a3a B aHaMHese,
OCTPbIi KOHbHOHKTUBUT HEYTOYHEHHOW 3TMONOrMM NEBOO MNa-
3a B aHaMHe3e, 6enKoB0O-3HepreTMyeckas HegoCTaTOYHOCTb
1-11 cteneHun, bakTepuanbHasg MHOEKLUMS HEYTOYHEHHAS, CUH-
[IPOM CMCTEMHOIO BOCMANMUTENbHOMO OTBETA, BbI3A0POB/EHME,
napoKcu3ManbHoe cobbiTre. MaHunynauum: kateTepmnsaums
NOAKMKYMYHOM BeHbl cnpaBa 3-16 despans 2022 r. Peko-
MeH[L0BaHa NocTosiHHas Tepanug CH, aHTMKoarynsaHTHas Te-
panus B NpoduNakTMYecknx fosax (mabauya).

Mpu nnaHoBow rocnutanusaumm B OKB yepes mecay,
(28 mapta 2022 r.) coctogHue no 3aboneBaHuto H6e3 oTpu-
LaTenbHOM AMHaMuku, pebeHok nonyyan tepanuto CH ¢ xo-
poLlelt NepeHoCMMOCTbio, reMoAnHaMMKa Bblna CTabunbHOM
6€3 MHOTPOMHOM MOAAEPXKK, pebeHOK Mpu MOCTynneHUn
6bln1 aKTUBHbIN, 6e3 npu3Hakos CH. MNpu 3TOM MO LaHHbLIM
SXOKT ot 29 mapta 2022 r. oTMeYanacb oTpuuatenbHas

PucyHok 5. [InHaMnKa KOHEYHO-AMACTONMYECKOro pa3mepa
Ha OHe Tepanuu NauMUeHTKH 5.

Figure 5. Changes in end-diastolic dimensions during
therapy in patient Ya.
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PucyHok 6. JnHamuka dhpakumm BbIbpoca NEBOrO Xenyaouka
Ha doHe Tepanuu NauneHTKu 5.

Figure 6.Changes in left ventricular ejection fraction during
therapy in patient Ya.
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[MHaMKKa B BMAE yBennyeHus nesbix otaenos: KAP z-score
5,48, KCP z-score 7,40, cHmkeHus ®B no 20% no TeixonbLy,
10% no CMMNCOHY 3a CcYeT akunHe3a 3agHen cteHkun JIK, ypo-
BeHb NTproBNP ot 31 mapta 2022 r. - 15 686 nr/mn (B anHa-
MWKE YMEHbLWMWACS B 2 pa3a No CPaBHEHMIO CO 3HAYEHWUSIMM
B despane 2022 r.). B cBA3M C BbIpaXXeHHOW OTpULLATENbHOM
ovHamukon no IXOKT 6bina npoBefeHa 3a04HAs KOHCYb-
Tauma C CoTpygHMKaMu HaumoHanbHOro MeguuUmMHCKOro MUC-
CnefoBaTeNnbCkoro ueHTpa uMeHn B.A. Anmasosa 30 map-
Ta u 1 anpena 2022 r., no pekoMeHzaumam denepanbHoro
LeHTpa NpoBeaeHa Koppekuus A03 npenapatos (mabau-
ya): TMTpaums [03bl KanTonpuna Ao uenesor B 1 Mr/kr/cyr,
CHWXeHue [03bl AMrokcuHa fo 10 MKr/Kr/cyT, nocteneHHas
TMTpaumus no3bl kapeeaunona ao 0,8 mr/kr/cyt, nobaBneHue
K Tepanuu dypocemmnaa no 0,5 Mr/Kr/cyT, Takxke peKkoMeHA0-
BaHO npoBeaeHWe obcnenoBaHns Ha aHTMdoCHOAMNUAHbBIN
CUHOPOM, TPOMBOGUANM 1 MyTaLMM B reHax GoNaTHOro LmK-
na, npoBeAeHne NONHOreHOMHOrO CEKBEHMPOBAHMS.
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Ta6nuya. llekapCTBEHHas Tepanus NaUMEHTKU 5. B yCI0BUAX CTaLMOHapa

Table. Drug therapy of patient Ya. in a hospital setting

Wcnonb3yemble
npenaparbl

(MHH) 1-9(14.01.2022-21.02.2022)

Tocnutanusauuu

2-9(28.03.2022-13.04.2022) 3-1(12.10.2022-19.10.2022)

Kantonpun 0,2-0,4 mr/kr/cyt 0,4-0,9 mr/kr/cyt 1 mr/kr/cyt
Jinrokeuu 15 mxr/kr/cyt 14-10 mkr/kr/cyt 4.8 mkr/kr/cyt
CnupoHonakToH | 2 Mr/kr/cyt 2 mr/kr/cyt 2,4 mr/kr/cyt
(Oypocemuz He ucnonb3oBancs 0,5 mr/Kr/cyT BHYTPb 1,2 mr/kr/cyt
Kapsenunon 0,03-0,06 mr/kr/cyt 0,06-0,12 mr/kr/cyt 0,6 mr/kr/cyt
[enapuH 100-150 EQl/kr/cyT BHyTPUBEHHO He ncnonb3osancs He ncnonb3osancs
IHoKCanapHh 1 Mr/Kr Ha BBeZileHMe NMOAKOXHO B 2 npuema 15 aHeld, 3atem 1 Mr/kr 1 Mr/Kr Ha BBefieHME NOAKOXHO | 1 Mr/Kr Ha BBeiEHWE NOAKOXHO
Ha BBE/IEHMe MOAKOXHO 1 pa3 B CyTKM eXenHeBHO 1 pa3 B CyTKU eXenHEBHO 1 pa3 B CyTKU eXXenHEBHO
JpTaneHeM Mo 120 mr 2 pasa B cytkn B/B € 31.01.2022 no 02.02.22 He ncnonb3osancs He ncnonb3oBancs
Jinnesonug Mo 76 mrs/B 3 paza B cytku ¢ 31.01.2022 no 15.02.2022 He ucnonb3osancs He ucnonb3osancs
MeponeHem Mo 160 mr 3 paza B cytkn ¢ 31.01.2022 no 15.02.2202 He ncnonb3oBancs He ncnonb3oBancs
®OnykoHason Mo 60 mr 1 pa3 B cykn B/8 ¢ 31.01.2022 no 15.02.2022 He ucnonb3oBancs He ucnonb3oBancs
(®eHobapbuTan | Mo 5 Mr 1 pa3 B cyTku Ha Houb BHYTPb € 04.02.2022 no 21.02.2022 He ucnons3osancs He ucnons3osancs

lpumeyarue. MHH - MexxayHapoaHoe HenaTeHTOBaHHOE HaUMEHOBAHUeE; B/B — BHYTPUBEHHO.

MauneHTKe 6610 NpoBeneHO obcnefoBaHWe HA Haclen -
cTBeHHble TpoMbodunun (ouenunsanunce JHK-nonumopoms-
Mbl B reHax F2, F5, F7, F13, FGB, ITDAZ, ITGB3, PAl-1), aHTu-
dhochonMnUAHbLIA CMHAPOM (BOMYAHOYHbIMA aHTUKOATrYNSHT,
aHTuTENna K B2-raukonpoteunHy IgG, IgM, aHTuTena K kapamo-
mnuHy 1gG, IgM) 1 oueHka MyTaLuii B reHax GONaTHOrO LMK-
na 6 anpens 2022 r.: sbiieneHa MyTtauus B reHe PAI-1 (4G/4G),
AHTUHOCHONUNUAHBIA CUHAPOM MCKAtOYeH (M0 0603HaYeH-
HbIM @HTUTENAM — HOPMA), TaKXKe 0BHapYKeHbl KIUHUYECKM
3HauMMble MyTauMKu B reHax GonatHoro uukna (roMosuro-
Ta no MTRR), HO Npu 3TOM ypOBEHb rOMOLMCTEMHA B HOPME
(4,66 mkmonb/n), ypoBeHb npotenHa C 75,4% (Hopma), ypo-
BeHb aHTUTpoMOuHa |11 118,4% (Hopma). [MpoBeneHa KOH-
CynbTaums remMaTonora, ycTaHoBAeH AMarHo3 «tpoMbodunnsg
(natonormnyeckas romosurota PAI-1 4G/4G)». MNpopomkeHa
LnuTenbHas NpoduNakTUYeckas aHTUKOAryasiHTHas Tepanms
3HOKCaNapuHOM B CBSI3U C NepeHeceHHbIM TPOMB030M B aHa-
MHe3e M CHUKeHHoM @B no gaHHbIM DXOKT.

Mpu koHTpone no IXOKT ot 13 anpens 2022 r.nepes Bbi-
NMUCKOM Ha aMbynaTopHbIi 3Tan Ha doHe KoppekLUun 403 Te-
panun CH ®B 20% no Terxonbuy, no CMMNcoHy 23%, pazme-
pbl JDK 6e3 otpuuatensHon auHammkum: KOP z-score 5,25, KCP
z-score 7,20 (puc. 5, 6).

Mpwu TpeTbei rocnutanmnzaumm B OLKB ¢ uenbo guHamMu-
Yyeckoro KoHTpons ¢ 12 oktabps 2022 r. LOCTUMHYTbI LieneBble
3HayeHuns npenapatos no neyvenunto CH (mabauya), TMTpoBa-
HWe 403 NPOA0MKANoCh Ha aMbynaTtopHoM 3Tane. B auHamu-
ke no OXOKT ot 12 oktabps 2022 . (puc. 5, 6) otMeyanacb no-
NOXMUTENbHAs AMHAMMKA B BUE HEKOTOPOro yBennyernus OB
no CuMncoHy 8o 34%, no Terxonbly — 29-33%, yMeHbLUEHNS
pa3mepoB JIK - K[P z-score 3,51, KCP z-score 5,29, ymeHb-
weHna pasmepos MK no HopmanbHbix (MK z-score 0,13),
YMEHbLUEHWS BbIPAXXEHHOCTU MUTPANbHOM HELOCTaTOYHOCTH
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(peryprutauma 0o 1-2-i cteneHn) M aHHYN03KTA3UN MU-
TPaNbHOroO KnamnaHa, O4HAKO TakXKe COXPaHAACS FMNOKMHES
MXT1 v 3apgHen cteHkn JDK, BnepBble CTana BM3yanusupo-
BaTbCs TpabekynapHoOCTb 3afHeln cteHkn JDK. MpakTnyecku
Hopmanu3oBancs yposeHb NtproBNP ot 13 okta6ps 2022 .
1o 355,9 nr/mn, yposeHb D-gumepa (puc. 4), NOBTOPHO TPOM-
60308 He perMcTpuMpoBanoch.

Mo faHHbIM KaTaMHe3a, cnycTs 12 mec. HabnoaeHMs na-
LIMeHTa Npu KOHTPOAbHOM O0CMOTpe npusHakoB CH He oTMme-
yanocs. [Mpu nnaHosom npoeegenHunn IXOKT ot 17 despa-
ns 2023 1. (puc. 5-7) oTMevanoch yMeHbLeHne nonoctei JHK
(KAP z-score 0,29, KCP z-score 1,67), HopmManu3saums pasme-
poB npasbix otaenos (MK z-score 0,22, pa3mMepbl NpaBoro
npeacepams 2,2 x 2,1 cM), oTMeYanacb NONOXMTENbHAS OU-
HamumKa B Buae yBenunyerus ®B no 53% no Terixonbuy 1 51%
no CMMMCOHY, COXpaHsanach NOBbIWEHHAsN TpabekynsapHOCTb
3afHel cteHku JDK Kak nposiBNeHMs HEKOMMAKTHOCTW MUO-
KapAa, yMeHbLUIMAAch MUTpanbHasg peryprutaums no 1-i cre-
neHn — [o 22% ot nnowanm NeBoro npencepans, Npyu 3Tom
pasMepbl N1eBoro npeacepams doinm B Hopme (z-score 0,65).

Mpu koHTpone ypoeeHb KOK-MB ot 14 despans 2023 r.
26 E/n, ypoBeHb TponoHuHa T MeHee 0,20 Hr/mMn, KOHTPONb
NTproBNP He npoBoawncs B CBS3M C OTCYTCTBMEM peaKTu-
BOB. [10 aHHbIM peHTreHorpaduu OpraHoB rpyLHOW KieT-
kn ot 13 depang 2023 r. oTMeYaeTCs yMeHblUEHNe CKOPOo-
CTM NIer0O4HOro KpoBOTOKA A0 61%, HO cepaLe No-npexHemy
YBENMYEHO B MOMEPEYHMKE 33 CHET NEBbIX OTAENOB, YAIMHE-
Ha nyra JIX (puc. 8).

3a npoweplwune 12 mec. pebeHok ofHOKpaTHO Bonen
OCTpOM pecnupaTopHOM MHMEKLUMEN, YTO HE CONMPOBOXAA-
NoCb AeKoMMNeHcauuen HefoCTaTOYHOCTU KpoBoobpalle-
HMS M He noTpeboBano rocnNMUTann3aLmm, 1evyeHme NpoBo-
omnocb ambynatopHo. JeBoyka NpoaomkaeT AMHaMUYeckoe



PucyHok 7. DparmeHT 3xokapanorpadum yepes 12 mecsues
HabntoaeHns nauneHTku . (onpeaenenne ®B no CMMNCOHy)

Figure 7. An echocardiogram fragment after 12-month fol-
low-up in patient Ya. (calculation of ejection fraction by Simp-
son method)

PucyHok 8. PeHTreHorpamMma rpyaHoi KneTku B NpsiMoii npo-
eKkunm yepes 12 Mecsaues HabnaeHUS NALMUEHTKM S,

Figure 8. Frontal chest x-ray after 12-month follow-up
in patient Ya.

HabnwaeHne B nonuknuHuke OOKDB, Ha OaHHbIA MOMEHT
€M MOMIHOCTbI0 OTMEHEeH AMToKCHH ¢ despana 2023 r. MnanHu-
pyeTcs NpoBeAeHMe MONHOreHOMHOMO CEKBEHMPOBAHMS Na-
LIMEHTKM, uccnenoBaHme byaeT NpoBOAMTLCS 33 CHET CPEACTB
6naroTBOpUTENBHOMO DOHAA M HA MOMEHT BbIX0a CTaTbW Ha-
XOOWTCS Ha CTaamu oaobpeHus.

OBCYXOEHUE

B nopobHbIX KNMHMYECKMX ciyvyasix Haubonee 4acTto
npuxoguTcs onddepeHuMpoBaTb uamonatuyeckyo JKMI
C NepeHeceHHbIM paHee MWMOKapAMTOM, MCXOLOM KOTOPO-
ro ctana sropuyHag AKMII. U3BecTHO, 4TO MaMonatTuyeckas
OKMIM vawe nepenaercss ayTOCOMHO-AOMMHAHTHO U MMe-
€T CEMEeNHYK UCTOPUI, OAHAKO BbISBAEHbI U ApYrMe TUMbl
HacnenoBaHMs: ayTOCOMHO-PELECCUBHbINA C HAYalOM B MO-
noaoM Bo3spacte u 6onee BbICTPbIM NMPOrpeccMpoBaHMEM
[0 CMEepTU WKW A0 TPAHCMAAHTAUMK, CLEMEHHbIN C X-XpO-
MOCOMOM (MaLMEHTbl MYXCKOr0 nofla C MyTauMaMMu reHa
OMCTPODUHA) U MUTOXOHAPUANbHBIA BapuaHTbl [26]. Takxke
npy ayTOCOMHO-A0OMWUHAHTHOM TWMe Hacne0BaHMS CyLLECTBY-
0T MyTaLMK, MPUBOAALLME K MOPAKEHUIO CKENETHBIX MbILLL,

M OUCTPODUYECKMM M3MEHEHMSAM B HUX MPU NPOBEAEHMM
6u1oncMmn 1 CBA3aHHbIE C MOPAXKEHMEM NPOBOAALLEN CUCTEMDI
cepaua. OrpaHMuYMBaEeT NpoBeaeHMe reHeTUYeCkoro nccneao-
BaHMS M TOT BaKT, YTO YyBCTBUTENbHOCTb 3TOMO UCCIEA0BAHMS
npu OKMIT H13kas, konebnetcsa B npenenax 15-25% u noctu-
raeT 40% npu cemeiHbix dopmax AKMI [27-31].

YunTbiBas HapacTaune ®B ¢ 20 no 53% B TeyeHue
12 mec. HabnwAEHMS U yMEHblUEHME pa3MepPOB MOJIOCTU
XK (puc. 5, 6), Te4eHne XpOHMYECKOrO MUOKApAUTA Npea-
cTaBngeTca Hanbonee BepOATHON MPUUUHOW BbISBNIEHHOWM
avnataumm JDK y naumeHTKU. Ty runote3y noAaTBepxaaeT
noBblleHne kapanocneumdunyecknx mapkepos (KOK-MB
M TpONoHWMHA T Npu NepBOHaAYaNbHOM AMATHOCTMKE) U KX
HopManu3aumsa yepes 12 mec. HabnoLeHUS, O4HAKO aHaM-
HEeCTUYECKM HEeT CBA3M C UHDEKUMEN, CTepTo Hayvano bones-
HW. Hannume XpoHW4eckoro KapamTa B 4aHHOM KIMHUYECKOM
cnyyae, No HaleMy MHEHWIO, UMeeT OTAaNeHHbIM NPOrHo3
LNS KM3HKW Bonee 61aronpusTHbIN, U BEPOSITHOCTb MOsB/Ie-
HUS XKM3HEYTPOXKAIOLLMX aPUTMMIA, HEOOXOLMMOCTb B UMM/AH-
TMpYEMOM KapauoBepTepe-aedunbpunngarope ons nepsmy-
HOW MpOMMNaKTUKM BHE3AMHOM CEPAEYHONM CMEPTH, 3 TaKXKe
HeobxoAMMOCTb B UMMIAHTAUMN MEXaHWMYEeCKMX YCTPOMCTB
ons nopaepxanus pabotbl JIK v TpaHcnnaHTaumu cepaua
Hke, yem npu KM Henb3s ncknoyaTb M TOT GakT, 4To on-
TUMasbHas U CBOEBPEMEHHAs NaToreHeTMYeckas Tepanus
¢ ncnonb3oBanHnemM NAM®, B-6nokatopa ¢ MHOTPOMHBIM Lei-
cTBMeM Kapsenmnona, Tepanus AMKP cnocobersyeT yBenu-
YEHMIO COKPaATUTENbHOM CNOCOBHOCTM MMoKapAa U NpensT-
CTBYET ero pemMoaenvpoBaHuto kak npu AKMII, Tak v npu
XPOHWYECKOM KapamTe C AnnaTalMOHHbIM CUHAPOMOM.

[MOMMMO 3TOrO, KIMHMYECKME TPYAHOCTU MpeacTaBaseT
BbISIBNIEHHbIM TpoMB03 JDK v fanbHelwee BefeHWe NaumeHT-
Ku. MoCKONbKY KIMHUYECKM 3HAUYMMbIX MATOTEHHbIX MYTALMIA,
XapakTepHbIX 15 TPOMOOPUANHK, BbISBNEHO He 6blNo, @ Tak-
e UCK/OYEH MEPBUYHBIA aHTUHOCHONUNUOHBIA CUHLPOM,
He ICHA A/IMTeNbHOCTb aHTUKOAryNSHTHOM Tepanuu B AaHHOM
KNUMHMYECKOM cyyae. Bpay-remMaTonor CYMTaeT, YTo BbiSB/IEH-
Has natonornyeckas romo3urota B reHe PA/-1 4G/4G aBngeTcs
KIMHUYECKM 3HAYMMON M pebeHKy nokasaHa AaunTenbHas npo-
bunakTMyeckas aHTMKOoArynsHTHas Tepanus; y Hawen naum-
eHTKM He onpenenancs yposeHb PAI-1 B kpoBu. B nutepatype
OMMCaHbl HEMHOTOYUCIEHHbIE ClyYan BPOXAEHHOMO AeduLM-
Ta MHrMBUTOpa aKTMBATOPa M1a3MMHOreHa 1-ro TMna, KOTOpPbIN
accouMmnpoBaH ¢ rmnepdubpuHonmsom [32-34]. MoteHumans-
Has ponb PAl-1 onucbiBanacb B NaToreHese MLEMUYECKON
6onesnu cepaua [35], oaHako 310 TpebyeT AanbHenwero us-
yyeHus, U y aeTeit nofobHble Koppensumm He OnmMCbIBAAUCH.
C apyrow CTOPOHbI, U3BECTHO, YTO BbICOKAs YacToTa TpoM60-
3MBONNYECKMX OCNOXKHEHMI accoUMMPOBAHA C CUCTONMYE-
cKko pucodyHkumen JK n TedeHnem CH y B3pocnbix [36, 37],
a cama no cebe OB gaBnseTcs BakHbIM (HAKTOPOM puCKa
obpa3oBaHug TpoMBOB B CBSA3M C HaJIMYMEM CTa3a Kpo-
BM W 3HAOTENMANbHOM AnchyHkumnm [38]. KakoBa ponb na-
TONOTMYeCKon MyTaumuu B reHe npomotopa PAI-1 B pa3su-
Tin Tpombo3a JDK, ecTb M CBA3b Mexay pa3BuTMeM Tpomba
y NALUMEHTOB C BbISIBIEHHOW MyTauuen n 6e3 Hee, HeM3BeCT-
HO, 1 TpebyeTcs fanbHeNLee n3yvyeHne 3ToN CBA3M. Y aeTen
OTCYTCTBYHOT PEKOMEHAALIMM MO aHTUKOAryNSHTHOW Tepanuu
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nocne nepeHeceHHoro TpomMb03a JIK, B3poC/ibiM pekoMeHay-
eTcs nepopanbHas Tepanus BapdapuvHOM, ee AIUTENbHOCTb
y OeTel Takxke He onpeaeneHa. B Hawen KNMHUYeCKon cuty-
auMK 3aKOHHbIM NpeacTaBuTenb pebeHka oTkasancs ot nepe-
BOZA Ha Tepanuto BapdapnHOM, MO3TOMY, COTNIACHO PEKOMEH-
[aunsaM remMatonora, ocTaBfieHa NnpodunakTnyeckas Tepanms
3HOKCANapMHOM Ha HeonpeaeneHHbI CPOK.

3AK/TIOYEHUE

[MpencTtaBneHHbIV KNMHUYECKUIA Cy4al 4EMOHCTPUPY-
eT TPYAHOCTWU paHHeW AmarHoctuku cumntomoB CH y pe-
6eHKa paHHero Bo3pacta M UX AJUTENbHY KOMMAEeHCaLMio
6e3 MCcnonb30BaHMA MaToreHeTUYeCKOM Tepanuu, a Takxe

OrpaHMYEHHOCTb NPOBEAEHHOMO NaLMeHTKe obcnefoBaHMs
[N YCTaHOBIEHUS OKOHYATENbHOrO AMArHo3a M onpenene-
HWE NPOrHO3a ANS XWM3HW U BbI3AOPOBAEHUS. 3aTPyLHEHMUS
B laHHOM C/y4ae Bblan CBA3aHbI C OTCYTCTBUEM TEXHUYECKMX
BO3MOXHOCTEN B PernoHe Ang NpoBefeHUs AONOAHUTENbHbIX
yTouHsoWwmnx Metoank: MPT cepaua C KOHTPACTMPOBaHWEM
M 3HOOMMOKApAMANbHOM BMONCKMM Kak 3010TOr0 CTaHAapTa
[MArHOCTUKM XPOHWYECKOrO KapAuTa, @ Takxke NpoBeaeHUs
reHeTU4eCcKoro UCCnefoBaHus, CBSI3aHHOMO CO CTOMMOCTbIO
CaMOro MccnefoBaHus U ANNTENbHBIM OTKa3OM 3aKOHHOrO
npeacTaBuUTeNs NaLMeHTa Ha ero NpoBeaeHue.
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