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KITMHUYECKWNIA CNYYAI
TYBEPKYJIE3HOIO CKNEPO3A C MOPAXXEHUEM
CEPOUA B HEOHATAJIbHOW NMPAKTUKE

Ty6epo3HbIi CKNepo3 — 3TO reHeTUHECKM AeTEPMUHMPOBaHHOE 3aboneBaHe 13 rpynbl hakoMaTo30B, C LUMPOKMM CMEKTPOM
KMHNYECKMX NPOSIBMEHNI, CONPOBOXAAIOLLEECH Pa3BUTMEM MHOXECTBEHHbIX JODPOKaYeCTBEHHbIX OMyXOnen B pasfnyHbIX
opraHax, BK/to4as rofloBHOM MO3r, r1a3a, KOXy, cepALie, NOYKM, NeYeHb, Nerkmne, XenynoYHo-KULLEYHbIN TPAKT, SHAOKPUHHYIO
1N KOCTHYIO CUCTEMBI.

K nopaxeHuio cepaLa npu Tybepo3HOM cKepo3e OTHOCATCA pabaoMuoMbl. PabaoMnombl — onyxonesuaHbIe y310Bble obpa-
30BaHNsl, BO3HMKAIOLLIME B CBSA3M C HEMPaBUIbHbIM (POPMUPOBaHMEM SMOPHOHaNbHbBIX TKAHEBBIX KOMMEKCOB. MpeobnagatoLLiee
OonbLnHcTBO AeTen (50-80 %) ¢ TyGepo3HbIM CKIIePO30M M pabooMUOMamMuy CepALLA, AOKYMEHTUPOBAHHLIMU NMPK POXAEHMN,
He MMEIOT KNNMHNYeCKX NPOABAEHWI CO CTOPOHbI cepala. MIHoraa onyxonun, NocTeneHHo Nporpeccupys 1 yBenm4mMBasch B
pa3mepax, HapyLaloT (YHKLMM OpraHoB, NPUBOASA K haTanbHbIM NOCNeACTBMAM. B kKayecTBe nprMepa NpuBefeH KIMHNYeCKU
cnyydan pabLoMMOMBI Y HOBOPOXKAEHHOrO pebeHka.

KntoueBble cnoBa: Ty6epKynésHbI CKnepos; pabaoM1oMa; HOBOPOXKAEHHbIN

Mikhailova U.V., Bolgova I.V., Kondratieva E.A., Rovda Y.l., Abramova L.V., Gumennaya E.Y., Elgina S.I.,
Mozes V.G., Rudaeva E.V., Moses K.B., Tsenter Y.
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CLINICAL CASE OF TUBERCULOUS SCLEROSIS WITH HEART DAMAGE IN NEONATAL PRACTICE

Tuberous sclerosis is a genetically determined disease from the group of phacomatoses, with a wide range of clinical
manifestations, accompanied by the development of multiple benign tumors in various organs, including the brain, eyes, skin,
heart, kidneys, liver, lungs, gastrointestinal tract, endocrine and bone systems.

Heart damage in tuberous sclerosis includes rhabdomyomas. Rhabdomyomas are tumor=like nodular formations that occur
due to the improper formation of embryonic tissue complexes. The overwhelming majority of children (50-80% ) with tuberous
sclerosis and rhabdomyomas of the heart, documented at birth, do not have clinical manifestations from the heart. Sometimes,
tumors, gradually progressing and increasing in size, disrupt the functions of organs, sometimes leading to fatal consequences.
As an example, a clinical case of rhabdomyoma in a newborn child is given.

Key words: tuberculous sclerosis; rhabdomyoma; newborn

y6epO3HBII CKIEPO3 — 3TO TEHETHIECKH eTEePMU-

HIpOBaHHOE 3a00JIeBaHNe N3 TPYNIIEI (haKOMATO30B
C TMUPOKUM CIEKTPOM KIMHWYECKUX TPOSBIEHUN, CO-
IPOBOXK/IAIONIEECS PA3BUTHEM MHOMKECTBEHHBIX 106pO-
KAUYeCTBEHHBIX OMyXOJeil B Pa3JIMIHBIX OPTaHaX, BKJIO-
4asl TOJIOBHOM MO3T, TJ1asa, KOXYy, Cep/le, TOUKH, me-
4eHb, JeTKUe, >KeJTyJOYHO-KUIIEeYHbI TPaKT, 3HI0-
KPUHHYIO U KOCTHYIO cUcTeMbl. OyX0Jd, TTOCTENEHHO
TPOTPEeCCUpys U YBEINYNBALCh B PasMepax, HapyIaoT

WHdopmaumsa ans uMtnpoBaHus: d

Mwxannosa Y.B., bonrosa W.B., KoHapaTbesa E.A., Posga tO./., Abpamosa J1.B., T'ymerHas E.1O., EnrmHa C./., Mo3ec B.T,
Pynaesa E.B., Mosec K.B., Llentep . KJIMHWUYECKI CITYYAW TYBEPKYJIE3HOIO CKJIEPO3A C MOPAXEHMEM CEPALIA
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(QyHKIIIH OpraHoB, WHOT/A TPHUBOASI K (haTaTbHBIM
nocaeactsuaM [1].

K mopaxennio cepAma mpu Ty6epo3HOM CKJEpo3e
OTHOCSTCST PAGIOMUOMBI. PaGIOMUOMBI — OITYXOJIEBU/I-
HbIe y3J0Bble 00PA30BaHNsI, BO3HUKAIONINE B CBA3U C
HeTIPaBUIBHBIM (pOpMHUpOBaHTEeM 3MOPHOHATHHBIX TKA-
HEBBIX KOMILIEKCOB. Pa6IoMHOMBI MOTYT OBITb OKPY-
TJI0H WJIN HEeTPAaBUJIBHON (DOPMBI, TTOXOXKeH Ha «ITBET-
HYIO KaIlyCTy», BU3YQJIbHO BCEr/la YETKO OT/JEJIEHbI OT
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okpyskafomux TkaHeil [1-3]. XapakrepuayioTcs cMme-
MAHHBIM WHTPasKCcTpaMypanbHbIiM (Ty6oKO TpOHUKast
B MUOKap/l JKeIyJI0YKOB) UJIU IKCTPAMyPaIbHbIM PO-
crom. Ilo pasmepam paGIOMHOMBI BapbUPYIOT OT He-
CKOJIDKUX MUJITUMETPOB /[0 HECKOJbBKUX CAHTHMETPOB.
Hawub6obiine pa3Mepbl CBOWCTBEHHBI pabIoMHOMAM B
HEOHATATbHOM IEPHOJIE.

OrnyxoJib He UMeeT KarcyJibl, 4ToO B ciaydae HeoOXo-
JIIMOCTH 3aTPY/IHIET UX PE3EKIHI0. ITH HEOILTa3Mbl
HUKOT/IA He MaJUTHU3UPYIOTCSI U HE METacTa3mupyIoT.
ITo xommuecTBY pabOMIOMBI MOTYT OBITH B BUJE €/IH-
HUYHOTO y3aa (peaKo) WIM  MHOKECTBEHHBIMU
(45-92 %). JlokammsoBaTbCsl MOTYT BO BCEX OT/ENIax
cep/illa, BKJIOYasl KJarmanubiii armapar. Kak mpasuio,
OHHU PACIIOJIATAlOTCS B JKeJyJ0YKaX, dalle B JIEBOM
xeaypoure (68-100 %), pesxe B mpasom (66-81 %),
MesKIKeTy I0uKoBoii neperopojke (38 %), moryr o6Ha-
PYKUBAThCSl B MANWISIPHBIX MBINIIaX. B oueHb pej-
KUX CJIydassX paGOMIOMbBI MOTYT JIOKQJM30BATHCS B
IPeICePAMSIX, UCXO/ISI U3 MEKITPECEP/HOI 1Ieperopoi-
KH, Y COeMHEHNUsT ITPABOTO HPEICEPNst C TOJbIMU Be-
HAMH, a TaKyKe Ha AMMKAPAMATbHON OBEPXHOCTH Cep/i-
ma [4-6].

Yame uytpunooctasre (50 %), peske yseakn HO-
BooOpazoBanuii [udPy3HO pacupocTpaHsIoTcs 110 Bee-
My Muokapay. Cosutaphble paGOMUOMbI Yalle JOKa-
JIU3YIOTCST B 00JIACTH BEPXYHIKH cep/ia. Upe3Bbruaiito
penko Bcrpedaiotcs auddysubie  pabIOMUOMDI.
[peoGaagaiomniee Gonbumuctso aereir (50-80 %) ¢ Ty-
6epO3HBIM CKJIEPO30M U PaGOMHOMaMHK Cep/Ia, JIOKY-
MEHTHPOBAHHBIME TIPU POSKIEHNUN, HE MMEIOT KJIMHUYE-
CKUX IPOSIBJIEHUI CO CTOPOHBI cepina. Kinnudyeckne
CUMIITOMBI PabIOMUOM Y J€Tell PA3IMIHbl B 3aBUCUMO-
CTH OT BO3PACTA, OTHOCUTEJIbHDBIX PA3MEPOB M JIOKAJH-
3aruu onyxoun. OCHOBHbBIE CHMITOMBI — CEPAEYHAs
Hegoctatounoctb (B 5,4 % caydaer), TpeacepaHbie u
Keaymoukosbie aputmun (23 %) m GroKaapl cepana,
mymbl (14,9 %), )KUAKOCTD B IepUKap/e, KapAuoMera-
g [7-9].

B cratbe mpuBOAUTCS MPUMEP KIMHUYECKOTO CJTy-
yasi paGJIOMUOMBI Cep/illa Y HOBOPOXK/IEHHOTO peGeHKa.

HoBoposkaennblii pe6eHok A., ot 1epsoii GepeMen-
HOCTH, TIEPBBIX PO/IOB. MaTh pebeHka crpajaer 6oJes-
ublo BypueBusiga-IIpunris ¢ nporpeccupyonum nopa-
JKEHIEM TIOUeK, TEeYEHH, KOXKI, TOJTOBHOTO MO3TA.

BepemennocTts mpoTekasa ¢ yrpo3oit IpepbIBaHuS B
15 Henenb, APOKIKEBBIM KOJBIINTOM, aHeMueH, apTepu-
aJIbHOI rurneprensueii. VlsMeneHus co CTOPOHbLL cepied-
HO-COCYINCTOH CHCTEMBI Y IITO/Ia BBISBIEHDBI HA CPOKE
30 megenb: TPU3HAKM MHOKECTBEHHBIX pPaGIOMHOM,
OTMEYAJIOCh (PU3UOTOTHUECKOE CYXKeHHe Iepelreiika
aoptol. IIpoBesen mepuHATANBHBIN KOHCUJIMYM, PEKO-
MEH/IOBaHO 000cJe/[oBaHIe 1 HaOIIOAEHIe JEeTCKOTo
KapAMoJIora HocJIe POKICHUS.

Pogpl mpu cpoke 37 Hemesab MyTEM SKCTPEHHOTO
KecapeBa ceuenusi. Bec mpu poxxaenun — 2270 T, 1am-
Ha Tera — 45 cM. Macco-poctoBoil K03 PHUIIEHT
50,4 %. OXpYRHOCTH TOJOBBI — 33 €M, OKPYKHOCTD
rpyan — 30 cm. Omenka 1o mkaxe Anrap — 7,/8 Gan-
goB. CocTosiHIE TIPH POK/ICHUN yIOBICTBOPUTEIHHOE.

Ne1(92) 2023

[Tpu3HAKOB HEOCTATOYHOCTH KPOBOOGpAIEHUs] He OT-
Mevasioch. [Ipu ocMoTpe 061acTh cep/iiia BU3yaibHo He
naMeneHa. ['PaHUIbI OTHOCUTEIBHON CEPAEYHON TYIIO-
CTH NepPKyTOPHO He yBesnueHbl. [lysibcoBast BosiHA Ha
HIDKHUX KOHEYHOCTSIX Yy/OBJeTBOpuTeabHast. TOHBI
cepjilia SICHbIE, PUTMUYHbBIE, KOPOTKUII CUCTOJMYECKUIT
[IyM 1O JIEBOMY Kpaio rpyaunbl, 2,/6 mo Jlesune, 6e3
uppajuain 3a Tpejennl cepiana. Ha mnosepxHocTH
IPaBoii roJieHu, B 06JACTH JaTepATbHON JIOJABLDKKHU, B
00J1aCTH TIPABOTO MPe/Iiedbsi, Ha KOXKe TOJOBbl — I'i-
MONMUTMEHTHPOBAHHbIE YYACTKH, [I€POXOBATbIE Ha
ouryib (0 THUIY <«IIArPEHEBOIl KOXKU»), pasMepoM OT
0,2 10 0,5 cM.

[Mapaxmmamueckn npn poxkaennn mo IXO-KI:
MOJIOCTH Cep/illa He PACIIMPEHbI, COKPATUTENIbHAS CIIO-
cOGHOCTD MUOKAP/Ia y/I0BJeTBOPHTEbHAS. B mpoekinu
XOP/l JIEBOTO KeJNy/J0YKa OObEMHbIE TI'MIIePIXOreHHbIe
o0pa3oBaHus: B XOp/e OT HapHeTaJbHOIl CTBOPKH
4,4 x 3 MM, B XOpJie OT CENTAJTbHONH CTBOPKU —
9 x 2 MM. B obsacTn coeimHeHNs MeKIKeTyT0IKOBOI
1 MEKITPEJCEP/HOI eperopojiok co CTOPOHbBI TIPABOTO
JKEJTYJIOUKA, B BBIXO/IHOM €ro OT/ee JIOUPYeTCs: 00b-
emHOe oOpazoBanue 12 x 81 mM. B o6mactu 3axmeii
CTEHKH JIEBOTO JKeTy/I04Ka TPU 06PA30BaHUsT pasMepoM
3 x 2,3 MM. B o6sacT BEpXYIIKI JIEBOTO KENTYA0UKA
ob6pasoBanne 6 x 3 MM, B 06JacTH MOJEPAaTOPHOTO
myuka 5,3 X 3,5 MM. OTKpPbITOE OBAJbHOE OKHO /THaMe-
TpOM 5,5 MM. OTKPBITHII apTepHAJbHBIN TPOTOK /Ana-
MeTpoM 2,9 MM. IDXO-TIpU3HAKHN PETyPrUTAINN HA TPU-
KycrnuaabHOM W MuTpaigbHoM Khaamanax. [lo I9KT,
XM-9KI napymeHns putMa He 3aperncTpHpoBaHbl. B
JIUHAMUKe, B BO3pacTe ABYX HeNleb KU3Hu, 10 IXOKT
COXPaHSINCh PaGJOMUOMBI  IPEXHUX Pa3MepoB.
[TarenT IPOKOHCYJIbTUPOBAH KapANOXUPYPrOM — XU-
PYpruueckoe JiedeHre Ha JAHHBI MOMEHT He Tpelyet-
cA.

PeGeHok BbIlMCcaH Ha IMeUATPUYECKUIT YUACTOK B
Y/IOBJIETBOPUTENIbHOM cocTosinuu. Ilpu oGcrepoBannu
B TEPPUTOPUATBHON HMOJUKJINHUKE B Bo3pacTe 6 Mecsi-
1[EB OTMEYaJINCh TTAPOKCU3MAJIbHbIE COCTOSIHUSI B BHJIE
nH(paHTUIBHBIX clIa3MoB. Bl HasHaven JleBeruparieram
B g03e 1000 mr B cytku. Ha ¢one jedenns mpucTymsl
KYIHPOBAHbI.

IIo sakmouenutro MPT rosoBHoro Mosra B Mae
2022 roga: MosroBoe BetiecTBO reMucdep GOJBIIOTO
Mo3sra ¢ Cy0alleHIMMapHbIMK Y3JI0BBIMU 06PA30BaHUSI-
Mu. KoHCy/JIbTHPOBAaH AUHUJIENTOJOrOM. TyGepO3HbIil
ckJepo3 DBypHeBmaIa ¢ mopakenmeM cepiia, KOXKH.
CrpykrypHOo-MeTabosndeckasi (hOKaTbHAST IIUIETICHS,
yacTble JOOHbBIE TIPOITYJIbCHBHbIE MUOKJIOHUYECKUE T1PH-
CTYTIbI. 3a/iepsKKa TICHXOMOTOPHOTO Pa3BUTHS JIETKOIT
crenenn. B sevennn poGasnen [lenakus cuporn, I1po-
noJoked nipueM JleBeruparerama.

Co  CTOPOHBI  CEP/IEYHO-COCYIUCTON  CUCTEMBI:
KAuHUKKM HEJOCTAaTOYHOCTH KPOBOOOpAIleHHs HeT.
Toubl cep/ia sicHble, PUTMHUYHbIE, [IyMOBasl KapTHHA
npesxrsisi. [To OxoKI B obmacTn coenHenmst MesxKe-
JIYJIOYKOBOI U MeKIIPe/ICEP/IHON TEPErOPOIOK CO CTO-
POHBI IIPABOTO JKEJNY/I0YKA, B BBIBOJAHOM €ro OT/eJe,
sonmpyercst o0beMHOe oOpazoBanne 3 % 4,1 MM, B
00/1aCTH BEPXYIIKH JIEBOTO JKeJTy/I04Ka 00pa3oBaHue
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3,5 x 4 MM, B 0o0JacTH MOJEPATOPHOTO Iy4yKa
4,3 x 3,5 MM, OTKpBITOe OBaJbHOEe OKHO 1,7 MM.
Paamepsr mosocteit 1o 50 mepuentuad. Ilo OKI napy-
[IEHUZ PUTMA Cepjilla He 3aperucTpUpPOBAHS.

3AKJTIOMEHUE

KowMmmteke Ty6epo3Horo ckJaepo3a 0ObIYHO MPUCYT-
CTBYET TPU POXKIEHUU, HO CUMIITOMBI MOTYT OBITbH
HE3HAYUTETHbHBIMU UM PA3BUBATHCS C TEUYEHHEM Bpe-
MEHW, YTO 3aTPYy/HSIET BbISIBJEHIE PACCTPOUCTBA HA

paHHell ctafuu. Y4uTbIBasg Pas3jMYHYIO JOKAJU3AIIIO
MopaskeHust, TpeOyeTcsi MyJIbTHAUCIUILINHAPHBIN O/
XOJI J7I BefieHns pe6GeHKa ¢ JaHHOH HO30JI0THel.

HNudopmanus o punancupoBannu u KoHQpIHKTE
HHTEPECOB

MCCJIGZ[OB'(]HI/IE HE NMeJIo CHOHCOI)CKOfI TIOAAEPIKKU.

ABTOpr JAERJIapUPYIOT OTCYTCTBUE ABHDBIX W IIOTECH-
uaJIbHbIX KOH(I)JII/IKTOB HNHTEPECOB, CBA3aHHBIX C IIy-
6J'IHK'&HH€I>1 HaCTOfIH.IefI CTaTbM.
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