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O6ocHoBaHMe. Hanbonee 4acTo BCTpeyaloLencs onyxobio cepaua y Aeten siBasietcs pabgommoma. B paHHem nepu-
o/le HOBOPOXJEHHOCTH ee YyacToTa cocTaBnsieT 58,3%. Pabgomnoma ¢ BbicOKoM YacTtoTon (50-86% cryydaeB) coye-
TaeTcsl ¢ TY6epPO3HbIM CK/IEPO30M M ABJSIETCA €ro AMarHOCTMYECKUM MapKepoMm. OnucaHue KJAMHUYECKOro cjy4vas.
B cTratbe npeacTtaB/ieHO KJIMHMYECKOE Hab/lofeHne 3a HOBOPOXKAEHHbIM OT MaTepu C OTArOWEHHbIM aKylepCKo-
rMHEKO/I0rMYEeCKUM aHaMHe30M, caxapHbiM AuabeTtom 1-ro Tmna, HUKOTMHOBOM 3aBUCUMOCTbIO. [TpeHaTaslbHO Ha CpoKe
31 HeA BbIsIB/IEHbI MHOXXECTBEHHbIE 06bEMHbIE 06pa30BaHMs B cepale pebeHKa. lpn ocmoTpe: rpybbiii CUCTOIUYE-
CKuN WymM Hafg 06/1acTblo cepALa, Ha KOo)e 0 BCEN MOBEPXHOCTU Tesa BUIYaan3npyrTcss GubpOo3Hble y3eIKU ana-
meTpom 1-5 mm 6enoro uBeTa, MOTHbIe MpW naabnaunn. IXokapanorpaduyeckn onpeaessitoTC MHOXKECTBEHHbIEe
PUKCHPOBaHHbIE OKPYI/ible 06pa30BaHMUsl B MOJ0OCTH 1€BOr0 Keayao4yKa paamepom 7,9 X 4,1 MM, B BbIXOAHOM TpaKkTe
NIEBOr0 )KeNyao4Ka y ocHoBaHMsA aopTel — 9,3 X 4,8 MM, B N0J10CTH NPaBoro xenyaodyka — 4,3 X 3,2 MM, B 110J10CTH
npaBoro npeacepana — 5,1 X 5,0 mm. [lo pe3synbratamMm CyTOYHOr0O MOHUTOPMPOBAHMWS NaTo/iormyeckass akTMBHOCTb
rnpoBoAsLLeNn cucTeMbl cepala npegcrTaBaeHa ognHOYHbIMU HaAXKeyA04YKOBbIMU U XKENYA0YKOBbLIMN IKCTPACHUCTOIaMM.
3akno4yeHume. [lety ¢ pabjoMMOMOK cepAla, BbiIBIEHHOM MpeHaTasabHO, SIBASIOTCS YyrpoxXaeMbiMu no Ty6epo3HOMY
CK/1€pPO03Y, M03TOMY HYXAAITCS1 B KOMNJIEKCHOM AMHaMUYECKOM HabaloAeHNN N TeHETUYECKOM 06C1eJoBaHMM.
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Cardiac Tumor in Newborn as the Marker of Tuberous Sclerosis:
Clinical Case

Background. The most common cardiac tumor in children is rhabdomyoma. Its frequency is 58.3% in the early neonatal period.
Rhabdomyoma is associate with tuberous sclerosis pretty often (50-86% of all cases) and it be its diagnostic marker. Clinical case
description. This article presents case study of the newborn from the mother with burdened obstetric and gynecological anam-
nesis, type 1 diabetes, nicotine addiction. Multiple mass lesions were revealed in the child’s heart on the 31st week of gestation.
On examination: systolic murmur over the heart region, fibrous nodules on the skin all over the body up to 1-5 mm in diameter,
indurated on palpation. Diagnosed echocardiographically: multiple attached, round masses were revealed in the cavity of left
ventricle of 7.9%4.1 mm in size, in outflow track of left ventricle (near the aortic root) — 9.3x4.8 mm, in the cavity of right ven-
tricle — 4.3%3.2 mm, in the cavity of right auricle — 5.1x5.0 mm. Pathologic activity of cardiac conduction system was presented
only by single supra-ventricular and ventricular extrasystoles due to the results of 24-hour monitoring. Conclusion. Children with
cardiac rhabdomyoma diagnosed in prenatal period are threatened by tuberous sclerosis, thus, complex dynamic observation and
molecular genetic testing is needed.
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OBOCHOBAHME

Onyxonu cepala OTHOCHAT K PeaKoW NaTofornvM AeTcKo-
ro Bo3pacta. Hanbonee 4acTto BCTpevaloLlencs OMnyxosbio
cepaua y aeten asnsetcd pad6gomuoma [1-5]. B paHHem
nepuoae HOBOPOXKAEHHOCTH €€ YacToTa cocTaBnsaeT 58,3 %,
y oeten ctapuwero Bo3pacta — 39,3 % [2, 4]. JaHHyto ony-
XONb MOXHO BbIiBUTb y)Xe ¢ 16—20-1 Heag 6epemMeHHOCTH
C NoMoLLbl0 MeToAa axoKapaunorpadpum [1-3, 5]. B 50-90 %
CNy4yaeB OHa npeacTaBfieHa MHOXECTBEHHbIMU y3namu [1,
5]. C Bbicokon YactoTon (50-86 % cnyyaeB) coyeTaeTcs
¢ Ty6epO3HbIM CK1EPO30M, ABASACH ANArHOCTUHECKUM Map-
Kepom 3aboneBaHus [1-5], B To BpeMs Kak y 30—-60% 601b-
HbIX TYGEpPO3HbIM CKJIEPO30M BhISBAAIOTCS PabaoOMWOMBI
cepaua [1, 4, 5]. Ty6epo3HbI CKNepo3 — HacneACcTBEHHOe
3a60/1eBaHMe, OT/IMYAIOLIEECS WMPOKUM CMEKTPOM KJIUHMU-
YECKMX MPOSBAEHWUI U NPOTrPECCUPYIOWLNM TEHEHUEM, KOTO-
poe NPMBOAMT K COKPaLLEHWUIO MPOAOSIIKUTENBHOCTH XKUSHU
M MHBanuMaM3auuu naumMeHToB [6].

MNMocne poXaeHUs KNMHMYECKME NPOSIBNEHNS Pa6aoMMO-
Mbl MOTYT 6bITb Pa3/IMYHbIMU U BapbMPYOT OT 6ECCUMMNTOM-
HOrO TeYeHus (MM MX OTCYTCTBMS [0 3PEenoro BO3pacTa)
[10 TSXKenbIXx GopM, NPUBOAALLMX K IeTalbHOMY MCX04y, YTO
onpenensieTcs pa3MepoM OMnyxosim, ee MHOXECTBEHHOCTbIO,
NioKanusauuen, cTeneHbio BblIGyXaHWs B MOMOCTM cepaua
M cocynoB, 06CTpyKumMen KnanaHoB [5]. MHTpamypanbHbIn
pocT onpeaenseTr HapyweHws puTMa M MNPOBOAMMOCTH.
MWOMbI, pacnonoXKeHHbIE BHYTPU NOAOCTH, 06YCNOBANBAIOT
OGCTPYKLIMIO BbIBOAHbIX TPAKTOB WM MPUTOYHbIX OTAENOB
cepaua [1, 3, 7]. lemoanHaMMYeCKMUE HapyLWEHUs NpU MHO-
KECTBEHHbIX HEGOMbLIMX PpabooMUOMaX HE BO3HMKAIOT, HO
y 60/blUIMHCTBA AeTen 06HapyXnBaloTCs pasnyHble aHoMa-
JIMM NMPOBOASILLEN CUCTEMBI CepALa, B YaCTHOCTU CUMHAPOM
Bonbda-IapKknHcoHa—YanTa, a TakXe HapyleHus putMma
(cynpaBeHTPUKYNSAApPHAsA TaxMKapaus, XKenyaodykoBas 3KC-
Tpacuctonusa u ap.) [7].

KJAUHUYECKUHA NPUMEP

O naumeHTe

Manbuunk B.U. poannca 15.10.2019 r. Ha cpoke 32-33
Hell OT MaTepu C OTArOLEHHbIM aKyLEePCKO-TMHEKoNormye-
CKMM aHaMHe30M, caxapHbiM AuMa6eToM 1-ro Tuna, HUKO-
TUHOBOW 3aBUCMMOCTbIO. [lpeHaTanbHO MepBbIA U BTOPOM
CKPUHWHT XeHLIMHa He npoxoauna. Ha TpeTbeM CKPUHMHTE,
Ha cpoKe 31 Hef, axoKapauorpadmuyecku BbIFBNEHbI U3Me-
HEeHWS B MUMOKapae y pebeHKka — MHOMECTBEHHbIE 00bEM-
Hble 06pa3oBaHusl. K3MeHeHWn B aHOOKapAe U nNepukapae
HeT. Cepaue 4-kamepHoe. MaructpanbHble cOCyAbl, aTPUO-
BEHTPUKYNSIPHbIE KfanaHbl PacrnosioXeHbl HopMasnbHo. Ha
npeHaTanbHOM KOHCWU/IMYME MPUHATO pelieHune: Habnoae-
HWEe 3a COCTOSIHMEM pebeHKa Noce POXKAEHUS, NpoBeaeH e
IMHaMUYEeCKOM 3XxoKapanorpaduun, KOHCynbTauus Kapau-
oflora U Kapauoxupypra, a TaKXe HanpaBfieHue pebeHKa
B depepanbHbli LLEHTP CEpAedYHO-COCYAUCTON XWUPYPrum
(r. MeH3a; panee ®L, CCX) ans yTOYHEHUSA AnarHo3a v ganb-
HeWlwen TaKTUKKU BeleHUs pebeHKa.

Pogabl nyTem KecapeBa ceyeHust No noBoay abCosiloTHOro
ManoBoauns. Pe6eHok poamnca ¢ maccon 2230 r U ASIMHON
Tena 46 cwm.

dusukanbHaa AUarHocTUKa

Mpn NepBMYHOM OCMOTPE: KOXHble MOKPOBbLI 6arpoBo-
LIMaHOTMYHbIE. Ha KOXe BCel MOBEPXHOCTU Tena BU3yanu-
3upytoTc GMOPO3HbIE Y3eKM anameTpom 1-5 mm 6enoro
LBeTa, NJOTHble Npu nanbnaumu. CHUMKEHWE MbILEYHOIO
TOHyca, 6bICTpoe yracaHne GU3NONOrM4YecKnx pedriekcos
HOBOPOXAEHHOr0. PecnupaTtopHbit AWCTPECC-CUHAPOM:
[OblXaHWe C y4yacTMeM BCromoraTenbHOM MyCKynaTypbl —

BTSIXKEHWE rapuCcCOHOBOM 60p034bl, MexXpebepuit Ha BLOXE.
Yactota abixaHns 80/MuH. lpoBeaeHa WHTyGauusa Tpa-
Xeu, 3HAOoTpaxeanbHO 60nOCHO BBeaeH Kypocypd B fo3e
100 mr/Kr. Hap obnacTtbio cepala ayCKynbTaTUBHO rpyObli
CUCTONIMYECKUI LWYM, YacToTa cepaeyHblx coKkpalieHuin 150
yA./MuH. OueHKa no wkane APGAR 6/7 6annos. [locne pox-
LEeHUs Manb4uKy npoBeaeHo obcnefoBaHue. Pesynbrathbl
axoKapauorpaduu: nesoe npencepane B gnactony 9,6 mm,
npasoe npegcepaune B anactony 12,0 Mm, npasbln xenyao-
Yyek B avactony 9,0 MM; NeBbIN XenyLo4yeK: KOHEeYHbIN ana-
ctonnyecknin pasmep 15,0 MM, KOHEYHbIA CUCTOSIMYECKUI
pa3mep 9,8 MM, KOHEYHbIW AnacToIMYecKkuin o6bem 6,0 mn,
KOHEYHbIN CUCTONIMYECKUI 06beM 2,0 MA, yaapHbii 06beM
4,0 mn. PpaKkumns n3rHaHusa 68%. Mexrkenyao4KoBas nepe-
ropogka B gnactony 4,5 mMm. MexnpencepaHas neperopoa-
Ka: OTKPbITOE OBanbHOE OKHO 2,5 MM, COPOC cneBa Hanpa-
Bo. CpegHee paBfeHWe B nero4Hon aptepun 35 MM pT.CT.
[ononHuTenbHble 0COBEHHOCTU: OTKPBITbIN apTepuanbHbIi
npotok 2,3 MM, cbpoc cneBa HanpaBo. OnpepgensioTcs
MHOXeCTBEeHHble bUKCUPOBaHHbIE OKpYyrible 06pa3oBa-
HUS: B MONIOCTM NIEBOrO *enyaoyka 7,9 X 4,1 mm (puc. 1),
B BbIXOAHOM TpaKTe NeBOro XenyaoyKka y OCHOBaHUSA aop-
Tbl 9,3 X 4,8 MM (puc. 2), B NONOCTU MPaBOro *enyaoyka

Puc. 1. MHOXeCTBEHHblE GUKCUPOBaHHbIE OKPYrible
06pa30BaHns B NONOCTU IEBOrO XeNyfo4Ka

Fig. 1. Multiple attached round mass lesions in the cavity of left
ventricle

Puc. 2. 06bemHoe o6pa3oBaHue B BbIXOAHOM TPaKTe 1€BOro
eny[o4yKa y OCHOBaHMS aopThbl

Fig. 2. Mass lesion in the outflow track of left ventricle and in
aortic root

PEDIATRIC PHARMACOLOGY. 2020; 17 (2)

9

NEAUATPUYECKAA ®APMAKOJIOIUSA /2020/ TOM 17/ N2 2



Puc. 3. 06bemMHoe o6pa3oBaHue B MOMOCTH NPaBOro XenyfouKka
Fig. 3. Mass lesion in the cavity of right ventricle

Puc. 4. 06bemHoe o6pa3oBaHue B MOAOCTM NPaBOro
npeacepans

Fig. 4. Mass lesion in the cavity of right auricle

4,3 X 3,2 Mm (puc. 3), B MONOCTM NpaBoro npeacepans
5,1 X 5,0 mm (puc. 4).

Ha aneKkTpoKapguorpamme: CUHYCOBbIM PUTM C YacTo-
TOW cepAeyHbix coKpalleHmn 158-136 ya./MuH; Hapylue-
HWe npoLeccoB penonspuaalMum no 3ajHeanadparmanb-
HOW CTEHKe NIeBOro *enyaodka. o pesynsrtataM CyTOHHOIO
MOHMTOPUPOBAHUS NaToNoOrM4yecKas akTMBHOCTb MPOBOAS-
Wwen cucTemMbl cepaua npeactaBfieHa 7 OAMHOYHbIMWM Had-
KENYAOYKOBbIMU U 4 OAMHOYHBIMW XKENYAOYKOBbIMU IKC-
TpacucTonamm.

Mo AaHHbIM yNbTPa3BYKOBOrO WMCCAeLOBaHUA OpraHoB
OPIOLHOM MOJIOCTU U MOYeK: 06beMHble 06pa3oBaHKa He
BU3yanusupytotcsa. Mpu npoBeaeHUn HenpocoHorpaduu
nmeloTcs Y3-Npu3Haku He3penocTu CTPYKTYP rOS0BHOMO
Mo3ra. Bo Bpems AMHaMmnyecKoro HabnloaeHns B OTAENEHUN
naTosIorMn HOBOPOXKAEHHbIX PE6EHOK BblNl KOHCYNLTUPOBAH
reHeTUKOM, HEBPONOrOM, AETCKUM KapAnoioromM U Kapauo-
XUPYProM.

BbicTaBneHbl anarHo3bl: «MHOXeCTBeHHble 06pa3o-
BaHWS B MOMOCTAX cepaua: B MONOCTU N1IEBOr0 Xenyaou-
Ka, Yy OCHOBaHMW$ aopTbl, B MONOCTU MPaBOro enygo4yka
n npaBoro npeacepaus. Pabagommoma? Ty6epo3Hbli CKie-
p0o3? @PYHKLUMOHUPYIOWNA OTKPbLITEIN apTepuanbHbii Npo-
TOK. YMepeHHasi HeoHaTaNlbHas neroyHas runepTeHsus.
PecnupaTopHbI AUCTPECC-CUHAPOM.

AnuHaMuKa 1 ucxoabl

Mocne BbINMUCKKM Manb4yuMKk HanpaBneH B dL CCX ans
YTOYHEHUS AMarHo3a v onpeaeneHns aanbHenen TakTUKK
BeEHUS.

OBCYXAEHHUE

Henb3a UCKYNTD, YTO HaNnYMe y MaTepU OTAMOWEHHO-
ro aKylWepCKO-TMHEKONOMMYECKOro aHaMHe3a, CaxapHoro
anabeTa U HUKOTUMHOBOMW 3aBMCHMOCTM NOBJIMSAO0 Ha Pa3By-
TUE UMEIOWENCA CUMNTOMATUKK y pebeHKa Npu POXXAEHUM.
Hanuyne rpy6oro CUCTONMYECKOrO LymMa YyKa3blBaeT Ha
06CTPYKLMIO BbIBOAHOIO TPaKTa JIEBOr0 XKeNyaoyKa omnyxo-
Nbo, NPENATCTBYIOLLEN KPOBOTOKY.

Hanunyine MHOMKEeCTBEHHbIX OMyx0neBWUAHbIX 06pa3oBa-
HWUI B cepaLe, SBASIOLNXCS O4HUM U3 OCHOBHbIX KpUTEpHEB
Ty6epo3HOro cKneposa [2, 5], N0O3BONAUNO 3anNof03pUTb
JaHHoe 3aboneBaHue. 1N yTOYHEHUS AnarHo3a Heobxoau-
MO MPOBOANTb KOMMbIOTEPHYIO UM MAarHUTHO-PE30HAHCHYIO
TomMorpaduio, KOTopble JalT BO3MOXKHOCTb BbIIBUTb TyGep-
Ccbl B ronoBHoMm Mo3are [1]. MNoarBepKaeHHass natoreHHas
mMyTaunsa TSCL mnn TSC2 aBnseTcs rMaBHENWNM KpUTepu-
€M, A0CTaTO4YHbIM AN NOCTaHOBKM AMarHo3a Ty6epo3HOro
cKnepoasa [6].

HacnencTBeHHbIM aHaMHe3 no Ty6epo3HOMY CKJiepo-
3y YTOYHUTb He yaanocb. OAHAKO, NMOCKOMbKY Ty6epO3HbIi
CK/1ep03 UMEeET ayTOCOMHO-OMWHAHTHbIM TUM HacnegoBa-
HUe [1, 6], To AaXKe Npu OTCYTCTBUM CBEAEHWK B CEMENHOM
aHamMHe3e O HacneacTBEHHOW OTAroWeHHOCTM MO AaHHOWM
naTtoNiorMm Mbl MOXeM npeanonaraTtb, Y4TO Y GAMMKaMLLMX
POJCTBEHHUKOB pebeHKa TOXe MMEelTCS MPU3HAKKM 3TOro
3aboneBaHus 1 TpebyeTtcs ux obcrnegoBaHue.

Mo pe3ynbraTtam HabnwoaeHus W.B. XapeHKo
n [1.K. BonocHuKoBa, y AByx naunMeHTok — W. (10 gHen Kus-
HW) 1 J1. (8 AHEW XM3HU) — NpeHaTasibHO 6blna 06HapyKeHa
pabgomrMoma cepgua. B xoge gMHamuyecKoro Habnwoae-
HUSA Yy AeBOYKM M. B BO3pacTe 2 MeC NosSBUANCH PpOKasb-
Hble MPUCTYNbl cyaopor Ao 4—5 ann3040B B CYT, y4aCTKM
JenUrMeHTaumMm Ha Koxe, 6blin 06HapyXKeHbl aHanoruny-
Hble M3MEHEHUS Ha KOXe Yy ABOKPOAHOM CECTPbl MaMbl
pebeHKa, YTO IBMIOCb NMPUYMHOM AanbHenwero obcneno-
BaHWS M MOCTAHOBKM AMarHo3a Ty6epo3HOro CKJepoasa.
B Bo3pacte 6 mec, NoO AaHHbIM 3xoKapauorpadum, oTme-
YEeHO COXPaHEHME NNLLb 0QHOM0 06 bEMHOIo 06pa3oBaHMUs.
Y peBoYku JI. Ty6epo3HbIM CKNepo3 MaHudpecTupoBan
B BO3pacTe 3 Mec, Korga MnosiBUUCb €dWHWUYHbIE Aenur-
MEHTMPOBaHHbIE NATHa Ha KoXe. [py NpoBeAeHUN 3XoKap-
anorpadumn 6bi1n BbiSBNEHbI HOBble 06bEMHbIE 06pa3oBa-
HUS HEOONbLIMX pa3mepos [4].

Takum o6pasom, pabaommomMa cepaua sB1aachb NnepBbiM
NpPU3HaKoOM Ty6epO3HOro cKieposa, KoTopas 6blina o6Hapy-
JKEHa elle B aHTeHaTasbHOM nepuoae. Ho B nepsom ciydyae
onyxoJib Npu HeGOJbLLIMX CBOMX pa3dMepax Nocne porKaeHUs
4YaCcTMYHO MoABepriacb CMOHTAHHOW perpeccuun, a B ApY-
romM — nporpeccupoBana C NosiBJ€HUEM AOMONHUTENbHbIX
HOBOOOpa3oBaHui [4].

Mo paaHHbIM 3. CyxapeBow, n3y4yeHne NocTHaTallbHOro
KatamHe3a y 11 pgeTtein c pabgoMMomon cepaua B xoae
Ty6EPO3HOro CKiepo3a MoKasano YMEeHblLIEHWE pa3mMepoB
M MCYE3HOBEHME OMyX0nun No Mepe pocTta pebeHKa. B To xe
BPEMS CMMNTOMbl TY6E€PO3HOr0 CKAepo3a C MoparKeHUem
HEPBHOW CUCTEMbI CTAHOBUIMCb AOMUHUPYIOLWMMM [1].

3AKJ/TIOMEHUE

Jetn ¢ pabgoMuMomon cepjla, BbIIBIEHHOM MNpeHa-
TanbHO, YrpoXaembl MO pPa3BUTUIO TYGEPO3HOro CKJIEpO-
3a, NO3TOMY HYXJATCHA B KOMMNEKCHOM AMHAMMWUYECKOM
HaGMOAEHUN 11 CBOEBPEMEHHOr0 BbIIBIEHWS HOBOOGPaA-



30BaHuM 4pyrux Jiokanusauui ¢ NoOMOLWbIO KOMMbIOTEPHOMN
WM MarHUTHO-PE30HAHCHOM ToOMOrpadun, a Takxe B reHe-
TUYEeCKOM 06CcnefoBaHMM U COOTBETCTBYIOWEM 06CnefoBa-
HWUKW POACTBEHHUKOB.
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