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AHHOTAULMUA

B ctatbe npeacrtaeneH pe,ﬂ,KMﬁ KIMMHUYECKUI cnyqalh pe6eHKa nepBoro Mecdua >XU3Hu c MHd)apKTOI'IO/J,O6HbIMVI N3MEHEHUAMU
Ha anekTpokapauorpamme (KM 1 MHOXeCTBEHHbIMU pabaomMuoMamm B cepaLe, acCoLMUpPOBaHHbLIE C KOMMIEKCOM Tybepos-
Horo ckrneposa. PebeHok Habntogancs B TeveHne 11 mec. MNMauneHT He Hyxgancsa B Tepanuun. Mpu guHamuyeckom Habnoae-
HUW perncTpmpoBanacbk HopMmanuaauusa napameTpoB OKIT — oTCyTCTBUE NPU3HAKOB MHapKTa MMoKapAaa.

KnioueBble cnoBa: pabgomuombl cepaua, Ty6epo3Hbiil cknepos, MHapkTHoNogobHble nameHeHus, KT, getu.
KoHdnukT nHtepecos: aBTOpbl 3a9BNSAOT 06 OTCYTCTBUM KOH(PNNKTa UHTEPECOB.

Mpo3payHocTb huHaHCOBOM HWKTO N3 aBTOPOB He MMeeT (PMHAHCOBOWN 3aMHTEPECOBaHHOCTN B NPEACTaBMNEHHbIX MaTepua-
AeATeNbHOCTH: nax n metogax.

CooTBeTcTBMUE NPUHLMNAM y nauueHTa 6bIno nony4yeHo MHOpPMMpoBaHHOE AOOPOBOSILHOE cornacue.
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Abstract
The article presents a rare clinical case of a child of the first month of life with heart attack-like changes on the ECG and
multiple rhabdomyomas in the heart, associated with tuberous sclerosis complex. The child was followed up for 11 months.
The patient did not require therapy. Dynamic observation showed normalization of ECG parameters — no signs of myocardial
infarction.
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AKkTyanbHocTb

B petckom Bo3pacte pabgomMuombl sBnsitoTCa Hanbonee
pacnpocTpaHeHHbIMN 0O6pa3oBaHUSAMU B CTPYKTYpE OMyXo-
new cepgua. Mo rmcTonormyeckomy CTPOEHMIO N CBOMCTBaM
3TOT BWA OMyXorfield OTHOCAT K A0OpOKayeCTBEHHbLIM, OHWU
4acToO perpeccupytoT no mMmepe pocta pebeHka. MexaHn3ambl
3TOro npotecca n3yyeHbl He 4o KoHua [1].

CyLLEeCTBYIOT BaXHble acneKTbl, KOTOpble ONpeaensoT
KITMHMYECKYI0 3Ha4YMMOCTb pabaomunoM. Bo-nepBbix, 37O
MexaHunyeckasi OOCTpyKUMsl MyTel npuToKa WM OTTOKa U3
XKemnygo4vkoB, 4YTO 4YacTo TpebyeT CPOYHOro onepaTMBHOIO
BMeLLaTenscTBa. Bo-BTOpbLIX, HAPYLLEHNsT pUTMa MOryT Crno-
cobCcTBOBaTL PasBUTMIO AaPUTMOrEHHOW KapAvoMuonatum m
notpeboBaTb XMPYPruiyeckoro revennst onyxonu [2]. BHytpu-
XenyoovkoBble 0Opa3oBaHus, TakMe Kak pabaommoma unm
MeTacTasbl OMyXOsnn, MOTyT W3MEHSITb BHYTPUCEPAEYHYHO
SMEKTPUYECKYIO MPOBOAMMOCTb U BbI3biBaTb 3NIEKTPUYECKUNE
ABMEHUS, TakMe Kak HapylleHus penonsipusaumm, Hanomu-
Hatowme WHpapKT Muokapga ¢ nogbeMoM cermeHTta ST.
Ony6rnvkoBaHbl €QUHUYHBIE KITMHUYECKME Cryvaun C Taknmm
anekTpnyecknmn oeHomeHamum [3, 4].

Pabgommombl 4acTto accoumMmMpoBaHbl C KOMIMIIEKCOM
TybGepo3HOro ckrepos3a — HacneacTBeHHbIM 3aboneBaHu-
€M, BbI3BaHHbIM MyTaumsimm B reHax TSC-1 wnm TSC-2.
Mpn TyGepo3HoM ckriepo3e pabooMMOMbl SABMSIOTCA Hau-
Oonee paHHUM MpuU3HaAKoM 3aboneBaHusi, @ KIMHUYECKNE
Npu3HaKku OCHOBHOrO 3aborneBaHusl MOSIBMASOTCA ropasgo
nosxe [5, 6].

Llenb: npeactaBuTb KMMHUYECKUIA criyvan pebeHka B BO3-
pacTe 15 AHeN ¢ MHOXXeCTBEHHbIMM pabgomMmuomamm cepaua

Ha coHe Ty6epo3Horo ckneposa 6e3 HapyLleHnn remoamHa-
MUKM C MHapKTONogo6HbIMM naMeHeHusMu Ha OKT.

KnuHuyecknin cny4van

MaumenTtka 3., 15 gHen, noctynuna c aguarHo3om: NHdapkT
6okoBon cTeHku nesoro xenyaodka (JIXK). MHoxecTBeHHble
pabgomuombl cepaua. PyHKUMoHanbHbIN knacc | (Ross).

M3 aHamHe3a n3BecTHO, 4YTo pebeHok oT 1-i 6epemeHHo-
CTW, KOTOpas npoTtekana Ha oHe HOCUTENLCTBA KPaCHYXMW,
XPOHWYECKOTO nuenoHedpuTa, rmneprimkeMmn HaToLak, ¢
aHeMuen nerkow CTeneHn BO BTOPOM TPUMECTpe, OTekamu
6epeMeHHbIX B TpeTbeM TpumecTtpe. Onyxonu cepaua BbisB-
neHbl BHYTPUYTPOBHO Ha 32-1 Hed. 6epemeHHocTW. Poabl Ha
cpoke 40 Heq. onepaTBHBLIM MyTEM.

Mpw poXxaeHnn CoCTosHME CPefHen THKeCTU, Macca npu
poxaeHun — 3480 r, pocT — 53 cm, oueHka no Anrap — 6/8
6annos. B nepsble CyTKM XW3HW BbINOMHEHA 3XOKapAMo-
rpadusa (3xoKl), no AaHHbIM KOTOPOW BM3yanu3npoBanuncb
MHOXECTBEHHbIE OBaribHble U OKpYrrble 3XONNOTHblIE obpa-
30BaHMA pasmepom oT 6 o 16 Mm; ucknoveHa obCTpyKuuns
BbIBOAHbIX TPAKTOB >XEMyAo4KOB; COKpaTuTenbHas crnocob-
HOCTb Muokapga JIXK B pamkax ¢unsmonorn4yeckon HoOpmbl.
[Mpu npoBeaeHUN MynNETUCIMPANbLHON KOMMLIOTEPHON TOMO-
rpacoun (MCKT) ronoBHoro mosra Obinu Bu3yanusmpoBaHbl
ovaroBble YNNOTHEHUSA NapeHXMMbl Crpasa 1 cnesa pasme-
pom 1,8-2,2 MM, pacLieHEeHHbIe KaK TyGepoMmbl.

Ha anextpokapanorpamme (OKI) 3apeructpmpoBaH cu-
HYCOBbI PUTM, NPU3HAKN MHMAPKTa HWKHEW CTEHKU U 3a-
aHebasanbHbix otaenos JDK: 3ybeu QS, nogbem cermeHTta
ST B otBegeHusax Il, 1ll, AVF, peumnpokHble n3aMeHeHus B OT-
BegeHun | n AVL (puc. 1).
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Puc. 1. SneKTpOKap,umorpamma npu NOCTaHOBKE AMarHo3a B NepBble CYTKU XU3HU

Fig. 1. Electrocardiogram at diagnosis on the first day of life

WHdapkT MMokapaa siBNsieTcs YpesBblyanHO peakum co-
CTOSIHNEM Y HOBOPOXAEHHBIX N CBSA3aH C HEGnaronpusiTHbIM
NCX0Q0M, NO3TOMY AaHHble nameHeHusa Ha SKI™ aBunuck oc-
HOBaHWeM AN pacLuMpeHHoro obcneaoBaHums.

PebeHKy BbINOMHEHO CyTo4YHOE MOHuUTOpupoBaHue SKI
(CM3KT). B TeueHue cyTOK permctpmpoBarncsa CUHYCOBbIN
pUTM C ageKkBaTHOW cpeaHeCyTOYHOM YacTOTOW cepaeyHbIX
cokpalleHun (UCC), pegkas 0QMHOYHAs XenygoukoBas SKC-
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Tpacuctonusa. AHanu3 KpoBu Ha TPOMOHWH | — 168,1 Hr/mn
(Hopma go 90 Hr/mn).

C poxgeHuns n oo MOMEHTa rocnuTanusauum B geTckoe
otaenenne HUWN kapauonorum Tomckoro HUMLL cocTosiHue
pebeHka pacLeHMBanocb kak ctabunbHoe, oTpuuaTenbHON
AMHaMUKK He Habnoganocs.

Mpwn nocTynneHnM mMama naumeHTkn xanob He npegb-
agnana. Obuwee coctosHMe ObiNO yoOBNETBOPUTENBHBIM.
PeGeHok Haxoguncsi Ha eCTeCTBEHHOM BCKapMIvMBaHWM,
BeCb 06beM nutaHusa yceamsan. [1pn o6bekTMBHOM OCMOTpe
KOXXHbl€ MOKPOBbI 1 CAM3NCTbIE 060N0YKN PU3MONOrMYECKON
OKpacku, YnucTble. BomnbLUo poAHNMYOK HE HanpPsPKeH, He Bbl-
byxan — 3,0 x 3,5 cm. lNMpu ayckynsraumm nerkux AbixaHne
nyapunbLHOe, NMPOBOAMIIOCL BO BCE OTAEMbI, YacToTa Ablxa-
HUs B nokoe — 40 B MuH. ToHbI cepaua Obinn AcCHble, pUT-
MU4HbIE, WyM He Bbicnywmsancs, YCC B nokoe — 150 ya/

MUH, apTepuansHoe aasnenve (A1) Ha npasow pyke — 81/
44 MM pT. CT.,, Ha NeBon pyke — 72/42 mm pt. cT., A[l Ha npa-
BOW Hore — 95/52 mm pT. CT., Ha neBou Hore — 87/48 MM pT. CT.
Mneye-noabbkeyHbI MHOEKC cnpasa — 1,17, cneea — 1,21.
Mynbc Ha nyyeBbiX U GeApeHHbIX apTepusx CUMMETPUYHBIR,
YAOBNETBOPUTENBLHOIO HaMNoNHEHUs U HanpsxeHus. MNevyeHb
nanbnupoBanack Ha 1 CM HVXe NPaBoro Kpas rpyAnHbl, Kpan
anacTtuyHbli. PocTt — 53 cm. Bec nauuenTta — 3900 r.

Mpu noctynneHun Ha KT cuHycosbin putm ¢ YCC 150
B MVH, OTKIIOHEHMWE 3NEKTPUYECKO OCK cepaLa BreBo, npu-
3HaKM MHGAPKTa HWXKHEW CTEHKU U 3agHebasanbHbIX oTae-
noB JDK 3y6ey QS B otBegeHusx I, lll, aVF, nogbem cermeH-
Ta ST B otBeaeHusix Il, lll, aVF, nogbem cermenTa ST V3-V6,
peunnpokHble n3MeHeHus B oteBegeHumn | n AVL. B guHamuke
naTtonornyeckue nameHeHns Ha IKIM coxpaHsanucb B Npex-
HeMm Buae (puc. 2).
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Puc. 2. OnekTpokapauorpaMma npwv NocTynreHnn B ctaumoHap B Bospacte 1 mec.
Fig. 2. Electrocardiogram upon admission at the age of 1 month

Mpun npoeaeHnn AxoKI™ pa3mepbl kamep cepgua B pam-
Kax (OuU3Monormyeckon Hopmbl, (OYHKLUMOHUPYET OBarbHOE
oTBEpPCTUE C eaBa 3aMeTHbIM cbpocom. OBHapyXeHbl MHO-
XKeCTBEHHble pabooMMOMBbI B NIEBOM 1 NPaBOM XenyaoyKax
pasmepoM oT 2 go 20 mm, camas kpynHasa (20 x 10 mm) B
nonepeyHom cuHyce (puc. 3). [laHHbIX 3a OOCTPYKLUIO NyTEN
npuToka u NyTen oTToKa He BbisiBreHo. K ogHom n3 onyxonemn
NPUNEeXWT npaBas HUCXOAsALas apTepusl, KPOBOTOK B KOpO-
HapHbIX apTepusix HopMmarbHbIN, B aHTErpagHOM Hanpasrne-
Hun. CokpatuTenbHas dyHkums JIXK He cHuxeHa (dpakums
Bbibpoca JTXK B B-pexume 78%).

CornacHo paHHbiM CMO3KI, CMHYCOBBI pUTM C agek-
BaTHoOW cpeaHecyToyHo YCC (132 ya/muH), npupocT
n cHmwkeHve YCC apeksaTHoe, MWHMMAarbHas U MaKcu-
MarnbHas YCC B Hopme — 93 u 186 ya/MWUH COOTBETCTBEHHO,
pefkas OOUHOYHAas XenyaodkoBasi akcTpacuctonua — 32
KOMMMeKca 3a CyT.

Mo naGopaTopHbIM AaHHbIM B 0OLlEM aHanu3e KpoBU
3HAYMMbIX U3MEHEHUI He BbISABINEHO, B GUOXMMUYECKOM aHa-

nu3e Habnganocb yMepPeHHoe MOBbILLEHWE Kapamocnewum-
duyecknx mapkepoB nospexaeHusi: KPK-MB — 82 en/n (Bos-
pacTHasi Hopma ao 6 mec. — 50 eg/n), KOK-MB macca — 23,2
Hr/mMn (Hopma — o 6 Hr/mn); TponoHuH | — 130,3 Hr/n (Hop-
ma — o 90 Hr/n). B gMHamumke nocne nepBoro aHanuaa, B3s-
TOro MO MECTY XUTeNbCTBa, 0TMEYanocb YMEPEHHOE CHUXe-
HWE KOHLEeHTpauuM TPOMOHUHa |.

MaumeHTka ocMOTpeHa HeBporiorom. Ha MoOMeHT ocMo-
Tpa HEBPOMOIrMYECKMX HapyLIeHWin He BbiBreHo. C yyeTom
M3MeHeHUN, BbisiBNeHHbIX Npu MCKT ronoeBHoro mosra, Be-
posiTeH AnarHo3 Tybepo3Horo ckneposa.

Mo pesynesratam obcrneaoBaHus y nauueHTkn Gbina uc-
KIMYeHa KIvHUYeckas 3HavyMMocTb pabgommuom: OTcyT-
CcTBOBaria oOCTPYKLUS BbIBOAHBLIX TPAKTOB >XEMyO404KOB, Ha-
pyLIEHMI pUTMa cepaua He 3aperncTpupoBaHo. YYuTbiBas
HOopMarbHble NokasaTteny reMmoanHamMukm no AaHHbIM OxoKT,
OTCYTCTBME KITMHUYECKNX MPU3HAKOB CEpAEYHON HepocTa-
TOYHOCTHU, ObINTO NPUHATO peLleHne BO3AEPKaTbLCSA OT NpoBe-
OeHVsa KopoHaporpaduu.
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pafgommuomel

Puc. 3. MHOXeCTBEHHble paﬁ,D,OMVIOMbI B MOJIOCTM NMpaBoro 1 nNeBoro Xxernyao4kos, A- napacrepHanbHasa no3nuns, AnnHHasa oCb NIEBOro Xenyaodka, b -

YeTbipexkaMmepHasa nosnymna

Mpumevanue: Ao — aopta, J1M — nesoe npefcepane, JK — nesbit xxenygoyek, MK — npasebiii xenyaoyek, NN — npaBoe npeacepave.
Fig. 3. Multiple rhabdomyomas in the cavity of the right and left ventricles, A — parasternal position, long axis of the left ventricle, B — four-chamber position
Note: Ao —aorta, left atrium, LV — left ventricle, RV — right ventricle, RA — right atrium.

PebGeHok 6bin BbiNMCaH B yOOBMETBOPUTENBHOM COCTO-
AHUM nop HabrniogeHne negmaTpa, kapauorora, HeBporora.
PekomeHngoBaHa oueHka B gnHamuke OKI, OxoKI, CMOKT,
reHeTU4YecKoe KOHCYNbTMPOBaHue, obcrnefoBaHNe 1 neveHe
B CreLuMann3mpoBaHHOM LieHTpe Ty6epo3HOoro cknepoasa.

Yepes 2 mec. nocne BbIMUCKM Obiny NonyyYeHbl pesyrb-
TaTbl NONTHOrEHOMHOrO cekBeHupoBaHusa. OBHapyxeH paHee
He OMWCaHHbIV B NMTepaType BapuaHT B reTEPO3UrOTHOM CO-
CTOSIHUM B UHTPOHe 12 1 41 reHa TSC-2, npeanonoxurenb-
HO npuBOAAWMIA K abbepaHTHOMY cnnawcuHry. [laToreHHble

BapuaHTbl B reHe TSC-2 mMoryT npuBoauTb K TyGepo3Homy
cknepoay 2-ro Tuna. [ins yTo4HeHns naToreHHOCTU BapuaHTa
pekomeHayeTcs NpoBepka ero crartyca de novo.

B Bo3pacTe 6 mec. no MecTy xuTenbcTBa pebeHky Obino
nposegeHo OxoKI™ B AvHaMuKe: OTCYTCTBOBaNW HapyLUeHWs
reMoanHamuku, perpecca pabaoMmom He BbisierieHo. Ha QKT
COXPaHANNCh BbISIBNEHHbIE paHEe U3MEHEHNS.

Mpwn npoBegeHnn 3K B guHamuke B Bo3pacte 11 mec.
CVHYCOBbIV PUTM, NPU3HAKOB MLLIEMUN HE BbISIBNEHO (puc. 4).
KoHTponbHoe OxoKI™ BbINOMHUTL HE yAanoch.

Puc. 4. OnekTpokapaguorpamma B
Bo3pacTe 6 mec.
Fig. 4. Electrocardiogram at 6 months

O6cyxaeHune

Pabpomnoma sBnsaetrcs Hauboriee pacnpocTpaHeHHON
onyxorblo cepaua y aeten. Ha ee gonto npuxoamtcs 6Gonee
60% Bcex nepBuUYHBIX onyxonen cepaua [7, 8].

of age

CBs13b MHOXECTBEHHbIX pabgomnom cepaua ¢ Ty6eposHbim
CKIepo30M AABHO NPU3HaHa, 04HAKO NPy HaNM4YMmM OQNHOYHBIX
pabooMuom Koppensaums 0O KOHua He scHa. B cnyyae guma-
FHOCTUKN OAMHOYHOW OMyXomnu Lienecoobpa3Ho NpoBeCTU TLa-
TenbHoe obcnegoBaHue Kamep cepaua, YTobbl He MPoNyCcTUTL
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bonee menkne obpasoBaHus. Yactota TyGepo3Horo ckrneposa
y getew ¢ pabgomumomon cepgua coctaensier 60-80% [5].

MHoXecTBeHHble pabaooMMOMbl cepaua SABNSTCS Map-
Kepom, KOTOpbI MOXeT npeggeLyatb AnarHo3 Ty6epo3Horo
ckneposa 3afonro 40 Hayana BO3HUKHOBEHWUS APYrMX Xapak-
TEPHbIX NPWU3HaKOB NMaTonornn: aNUnenTUYecknx NpUCTynos,
KOXHbIX CUMNTOMOB. Ty6epo3HbIf CKNepos MOXET ObiTb Bepu-
PVLMPOBaH TONBLKO HA OCHOBaHWUW CTPOTUX KpUTEpPUEB. Taknum
obpasom, camo no cebe Hanmyme MHOXeCTBEHHbIX pabaomu-
OM He ABNAeTCs JOCTaTOYHbIM A0Ka3aTensCTBOM AN1s nocTta-
HOBKM AnarHosa Tyb6epos3HOro ckneposa, HO AOMKHO BbI3BaTb
CcepbesHble NOO03PEHNS U HanpaBUTb UCCNEAOBaHNSA B HYX-
HOe pycro. Y Takux naumMeHToB cnedyeT cobpaTb NoapobHbIN
CeMeliHbIN aHamMHe3 1 B Nobom crnyyae npeanoXuTb reHeTu-
yeckoe KoHcynbTupoBaHue [8]. EctecTBeHHOe TeyeHne pab-
AOMUOM cepdua y AeTen xapakTepu3yeTcsi CNOHTaHHOW pe-
rpeccvei. Yem mnagile Bo3pacT NOCTAHOBKU AMarHo3a, TeM
BbllLle BEPOSTHOCTb CMOHTaHHOW perpeccuu, kotopas, Kak
npaBuno, BCTpe4aeTCs B NepBble YeTbipe roga xusHu [8].

OcobeHHOCTM pacnonoxeHus n pocta pabaoMuomsl
onpeensoT LWAPOKMI CMEKTP KMMHUYECKUX nposineHun [9].

YacTbiMu Haxogkamu SBNAKTCS pasnnyHble HapyLUeHWs
puTMa cepgua, onpegensdemMbie nokanusauven pabgommom.
Mpn xonTeposckom moHuTopupoBaHun IAKI YacTo pernctpu-
pYlOTCA pasnuyHble HapylleHus putMa M NPOBOAUMOCTM
cepgua: cmHapom Bonbda — MapknHcoHa — YanTta, Hagxeny-
AO4YKOBas Taxukapams, CMHAPOM cnabocTn CUMHYCHOrO yana,
xenypoukosas Taxukapaums [9, 10]. Mo gaHHbIM nuTepaTypbl,
npu pabgommomax cepgua 4acTto OMnUCbIBAOTCA aHOManmm
OKT. YkasaHHble onyxoneBuaHble o6pa3oBaHus cepaua Mo-
ryT M3MEHATb BHYTPUCEPOEYHYHO 3MNEeKTPUYECKyl0 NpoBOaU-
MOCTb, BbI3bIBas anekTpuyeckme eHOMeHbI, KOTOpbie MOryT
BbIMMALETb KaK NCEBAONPEIK3INTALMNSA XKeNyao4KoB, CUHAPOM
Bpyraga wnu HapylleHus penonspv3aumu, HanoMuHatoLwme
MHpapKT Muokapga ¢ nogbemom cermenta ST [3, 11]. AB-
TOPbI CYUTAIOT, YTO onucaHHble OKI-naTTepHbl obycnoene-
Hbl M30MMPOBAaHHBLIMK HapyLUeHMAMY Aenonspusaunv npea-
cepaoun BCMNeACTBME OMyXONEeBOW reTeporeHHoOWM akTuBauum
aHpokapda. Kaxylwasca natonormyeckon penonspusauus
XKenyao4koB, BEPOATHO, CBSA3aHa C HanoXeHneM aTpuoBeH-
TPUKYNAPHOW 3MNEeKTPUYECKON aKTUBHOCTU Mpeacepavn Ha
XenyaovkoByto penonapusaumio [3].

B ogHon n3 cratenm npencTtaBneH KIVMHWYECKUIA criydan
nauueHTa, npu kotopom onucaH OKI-nattepH HapyleHus
penonsipusauny kynonoobpasHbiM nogbemom cermeHTa ST B
otBegeHunsax V4, V5, V6, |, aVL n nHeepcment 3ybua T, KOTOpbI
perpeccupoBan no mepe pocta pebeHka v NPOBOANMOW Te-
panuun. B uccnegosaHnmn coobLyaercs, YTo, y4mTbiBas 4acTyo
CMOHTaHHYI0 perpeccuto onyxonemn, B reMogMHaMnyeckn cra-
OUIbHBIX Cry4Yasx 4OCTATOYHO TLaTenbHOro HabnogeHus [4].

B Hawwem cniyyae y peberka Ha SKT, Hapsagy ¢ HapyLueHvem
penonsapusaumu, pernctpuposanuce ISKI-npusHakn uHdap-
KTa MUOKapAa HWXHeN CTeHkn u 3agHebasanbHbiX OTAenoB
JDK ¢ nocnegytowen Hopmanusaumen napametpos Kl (cwm.
puc. 1, 4), 4To, BEPOSITHO, CBA3AHO C YMEHbLLEHNEM pasmMepoB
pabaomunom. NameHermns Ha SKI™ npu GonbLumx pabgommomax
CBsi3aHbl C HapyLleHWeM BHYTpUCepAeYHON MpPOBOAUMOCTY,
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