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Hecmorps Ha peakocts pabgomuom cepaua (PC) u oTcyTcTBue meractasnpo-
BaHuA, NCX0Lbl HOBOO6PA30BAHNS MOTYT ObITb (hatasbHbIMY.
Onucate KIMHUKO-NHCTPYMEHTAbHYI0 kKapTuHy PC n cchopmynnpoBats
DPeKoMeH[aLum 1o JNarHoCTUKE U BELEHUIO NAaLUeHTOB.
06c¢neposarbl 17 nauynentos ¢ PC (8 manbynkos, 9 ge-
BOYeK, MeanaHa so3pacta — 2 mec [0,1-360 mec]). [inarHo3 ycTaHasnmsamm no
pe3ynbTatam KIMHUKO-UHCTPYMEHTAIbHOr0 HAa0/0LeHNs, UToram oneparus-
HOro0 J18YHUS C TUCTONIOMNYECKOV BepUhUKaLMeN Tuna yaaneHHoro 06pa3osa-
HuA (n=2), Natonoro-aHaToMu4yeckoro (n=1) u MoeKysIAPHO-reHeTUEeCKOro
ucenegosaHmi (n=1).
3abonesaHne MaHugecTupoBaso B PaHHeM JeTCTBe, B 1 ciiy4ae
BbISIBIGHO y MAtepy npu CeMeniHoM 00CIeL0BaHNN. B KinHn4eckon kapTuHe
0TMeYanmch HeNPOKYTAHHbIA CUHEPOM, CyHoporu (n=5), MapghaHousiHbI cTa-
TYC, aHTUOJINIIOMbI U KUCTbI 1104€K (N=3), ramapToMbl JUCKA 3PUTETILHOMO He-
pBa (n=3), napakopTukanbHele o4arn femuennHu3auymn (n=2). Ty6epo3Hbii
cknepo3 (TC) gnarHoctupoBax y 11 nayneHToB, npy LieneHanpaBneHHoMm 00-
cnefoBaHnn Ha Hanmyne PC onyxonb cepaua BbisaneHa y 7 aetei ¢ TC. 06-
UM B KapAmanbHoA CUMITOMATUKE OblTN HEJOCTATOYHOCTh KPOBOOOpALLe-
HUS, HAPYLLEHUS] PUTMA U [IPOBOAUMOCTY, MPOrPEcCUpYIoLLni POCT OMyxonm
COMPOBOXAAlCA HAPYLLIEHNEM KOPOHAPHOI0 KPOBOTOKA. Beaywymii metog ava-
rHOCTUKN — 3xoKapauorpagus. OQnHOYHbIE HEOOJbLINE Y3Tbl PAGAOMUOMBI
DPELKM, B OCHOBHOM PErnCTPUPOBAIUCH MHOXECTBEHHbIE U PACNIPOCTPAHEHHbIE
HOBOO6PA30BaHUS.
PC 4acto conytctByioT TC, BO3MOXHbI cemeliHbIe cry4yan. [1po-
THOCTUYECKU HEONaronpusATHbl MHOXECTBEHHbIE U PACNPOCTPAHEHHbIE 06pa-
30BaHuA, HAPYLLEHUS PUTMA 1 COKPATUMOCTN MUokapaa. IxoKI — onpenensio-
LYniA METOL ANAarHoCTUKN U JUHAMUYECKOrO HAOTIIOACHUA.
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PaCHpOCTpaHeHHOCTb MEePBUYHBIX OITyXOJIel cepaua, o
JAHHBIM TIOCMEPTHBIX WCCIIEIOBAHUM, COCTaBIISICT
0,0017—0,2800%, n3 Hux oyt 80% ABIAIOTCH JOOPOKa-
YeCcTBEHHBIMU. B pasHble Bo3pacTHble mnepuonnl 40—609%
onyxoJjei cepaua mnpeacraBieHbl padgomuoMamu (PC).
Cpenu xuBopoxaeHHbIx yactotra PC cocrasiser 0,02—

0,08%, npeHaTajlbHO, B Clydasx o0cjaeI0BaHUS OepeMeH-
Hbix — 0,12% [1-3]. OTcyTcTBUE MeTacTa3upOBaHUS, YTO
CIYXWUT KPUTEPUEM T00POKAYECTBEHHOCTU OITYXOJIM, HeE
nenaer PC urHopupyeMoit marojiorueit. PacrionoxeHue
OIlyXOJIM B OOJACTM BXOAHBIX M BBIHOCSIIMX TPaKTOB
cepala, IMPOBOASIIEH CUCTEMbI MOXET IIPUBECTH K Tparu-
YeCKHUM TTOCiIenCcTBUsIM. boilee Toro, peakocTh MaToJOTMH
TpeOyeT IieJIeHANIPaBICHHOTO ¢¢ MONCKa, He pacTpaunBast
OrpaHUYEHHbIE PECYPChI 3APaBOOXPAHEHUSI.

Lenb — onucarh KIMHUKO-MHCTPYMEHTAIbHYIO KapTH-
HY PC 1 cdhopMynmpoBaTh peKOMEHAAIINH IO JUATHOCTUKE
U BEICHUIO NALIMEHTOB.

MATEPWAN U METObI

Oo6cnenoBanbl 17 nammenToB ¢ PC, 3 HUX 8 — MyxX-
cKoro 1oJyia 1 9 — xxeHckoro. MeanaHa Bo3pacta — 2 Mec
(ipenenbl Konebanunit — 0,1—360 mec). Menmana oin-
TEJIbHOCTU HabsoaeHus — 7 mec (mpeaesbl KojedaHUui
0,1-25 mec). IIpoBeneHO MOMHOE KIMHUKO-MHCTPYMEH-
TanbHOE oOcienoBaHue. JIMarHo3 ycraHaBIMBaJIU T10 €TO
pe3ysibraTaM, UTOTaM OIIepaTUBHOTO JICUYECHUS C THUCTOJIO-
rUyecKoit Bepudukaineil TuIa yaaJeHHOTo 00pa3oBaHUS
(n=2), marojjoroaHaTOMUYeCKOro (n=1) 1 MOJEKYJISIPHO-
FeHEeTUYECKOIo ucciaeanoBaHuit (n=1).

PE3YINIbTATbI N ObCYXXAEHUE

3abojieBaHMe B TIOHABISIONIEM OOJBIIMHCTBE Ciyya-
eB (n=11) maHudecTUpoBajio Ha MEPBOM MeECSLEC XU3-
HU, B TOM 4ucie B 1 ciayyae — Mpu poxaeHuu. Y 5 nereit
C MEePBOTO Mecslla XU3HU PEeruCTPUPOBAJICS CYIOPOXKHBIN
cuHapoM. Ilpu obiuieM oOciaenoBaHUM y BCeX MALMEHTOB
OTMEYAINCh MHOXECTBEHHBIC CTUTMEI IWU33MOPHOTeHE3a,
13 HUX Y 2 — MapdaHOWIHBIN cTatyc. MapdaHOMIHBIM cTa-
Tyc (IOJMXOCTEHOMEIUSI, MUOIIMSI, MPOJIANC MUTPAIBLHOIO
KJjanaHa) ObLUT U y MaTepel aTux Aeteii. MHOXeCTBEeHHbIE
MSITHA 1BETa «KOde ¢ MOJIOKOM» OBIJIN Y 5 OOJBHBIX JeTeit
1y MaTtepu 0OJIbHOI IeBOYKU. Y 3TOI XKe MaTepy B MEKKe-
JIyIOUYKOBO# meperopojke ooHapyxXeHbl Mejakue oyaru PC
(puc. 1, 2).

b

Puc. 1. KpynHble o4aru PC

B MEXOKeNyA04K0BOI neperopos-
Ke 1 3a[Hell CTEHKE 11eBOro
XKEeNyLo4Ka (CTpenkm)

y pebeHka

Fig. 1. Large foci of CR

in the interventricular septum
and the posterior wall of the left
ventricle (arrows) in a child

Puc. 2. 3xokapanorpagus
(9x0KT), memoHcTpuMpytoLLas men-
Kne o4aru paégomuonmsl (1, 2, 3)
B MEXOKeNy404K0BOM Neperopos-
Ke y matepu pebeHka ¢ PC

Fig. 2. Echogram showing small
rhabdomyoma foci (1, 2, 3)

in the interventricular septum

of the mother of a child with CR
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Hapsity ¢ 3TUM BBISBISUIM [E€MUTMEHTUPOBAHHBIE
MSITHA Ha KOXe (n=15), «IIIarpeHeByI0 KOXy» (n=2), ame-
HOMBI CaJlbHBIX XeJie3 (N=2), aHTMOJUIIOMbI U KMCTHI MO~
yek (n=3), raMapToOMBbl 1UCKa 3pUTEJbHOrO HepBa (n=3),
MapakopTUKAIbHBIC OYarn AeMHUeInMHu3anum (n=2).
CeMeliHbII aHAMHe3, pe3yabTaThl KIMHUKO-UHCTPYMEH -
TaJIbHOTO, TUCTOJIOTNYECKOTO Y TeHETUYECKOTO 00CIe10-
BaHWSI TIO3BOJISIIA TOBOPUThH, YTO Y BCEX HAIIMX OOJILHBIX
ObUTM SIBHBIC IPU3HAKM HEHPOKYTAaHHOTO CHHIpPOMA,
OJHUM M3 BapUaHTOB KOTOPOTO SIBJISIETCS TyOEpPO3HBIN
ckiaepo3 (TC). TC pumarHocTupoBaH y 11 mauueHTOB;
mpu 1ejeHanpasieHHoM obcnenoBanuu (E.A. banuna)
Ha Haiumuue PC onyxosnb cepiua BbigBieHa y 7 nereit
c TC.

KapouanpHast cuMnToMaTnka pabmOMUOM HeCITeIr-
(¢buuynHa, ompemensiercss pasMepaMM HOBOOOpPa3OBaHUS
U €ro JioKaau3alueit, IpUBOASIIMMU K HApYILIEHUIO MPo-
BOAUMMOCTU UM (WJiK) O0Kaae BHYTPUCEPAEUHOTO KPOBO-
tToka. OOIIeil B KIMHNISCKOW KapTUHE TTePBUYHBIX OITy-
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Puc. 3. NHdhapkTonogo6Hble natonoruyeckue 3y6ew Q u ry6okuin 0TpuLa-
TeNbHbIA 3y6ell T B 0TBeAeHMsX |, AVL, V3-V6 Kak npusHaku n3amMeHeHni
nepeaHeBepXyLLIeYHON 1 6O0KOBOI 06/1aCTM MIOKAp/A NIEBOMO Xenynoyka
Fig. 3. Infarct-like pathological @Q-wave and deep negative T-wave in the
leads I, aVL, and V3-V6 as signs of changes in the anteroapical and lateral
regions of the left ventricular myocardium
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Puc. 5. 9xorpamma pab4omM1OMbl
(TUM) 3agHei CTeHKM N1eBOro
xenygouka (LV); axocTpykTypa
0NyX0NN HEOJHOPOAHasA, 6onee
MI0THaA B LIEHTPe

Fig. 5. Echogram of rhabdomyoma
(TUM) of the posterior wall of the
left ventricle (LV); the echotexture
of the tumor is nonuniform, more
dense in the center

Pue. 4. Turantckas PC, 3aHnmato-
L1as 3aJHIOK0 CTEHKY 11eBOro
Xenyaoyka (1), nepexogaiias

Ha BEPXYLLKY (2) 1 CTEHKY
MpaBoro Xenyao4ka (3)

Fig. 4. Giant CR occupying

the posterior left ventricle wall (1),
which goes over to the apex (2)
and the wall of the right

ventricle (3)
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XoJiel cepalia OblIa HEAOCTATOYHOCTh KPOBOOOpAIUEHUS
(n=5). [1pu 5TOM OTCYTCTBOBAJIU JaHHBIC B IIOJIH3Y ITOPO-
KOB Cepjlla, HepeBMaTUYECUKX KapJAUTOB WM BPOXKICH-
HBIX HapymreHui putMa. [TepBBIMU OOIIMMK CUMIITOMAMU
y IeTell TPpyTHOIO M MIIAAIIEro Bo3pacTa OBLIM Oecro-
KOMCTBO, TOTEps aIlleTuTa, 3aMenieHue pa3Butus. [1pu
OITyXOJISIX, YMEHBIIIAIOIIMX 00BbeM TIpaBbIX KaMep cepilia,
PETUCTPUPOBAIINCH OOCTPYKIIMS IIPUTOKA B TIPABBII XKEITy-
TOYEK.

ITo nanubiM DKI'y Bcex aeTeii oTMevaaach TaxXukapaus
(B 7 caydasix cMeHsBLIAsCSl OpanuKapaueil), BbIpaXkeHHast
npeacepaHas aputMust (n=1), HapyImeHUsI TPOBOIUMOCTH
10 MpaBoii HOXKe mydka Iuca (n=9) BIIOTh 10 MOJIHOI ee
0J10Kaabl (N=2), yAJWHEHNEe DJIEKTPUIYECKON CUCTOJBI 3Ke-
JIYIOYKOB (N=2), eIMHUYHBIC SKCTPACUCTONBI IIpeIcepm-
HBIE U KEIYyIOYKOBBIC (N=5) MO HAaHHBIM XOJTEPOBCKOTO
MOHUTOPUPOBaHUSI, TUIIEPTPOGUS OTAEIOB MUOKapaa, pa-
0OTaIONINX ITPOTUB HArpy3Ku. MHBa3WBHBIN POCT OIYXOIN
MIPUBOIWII K HAPYIICHUSIM PUTMa, PETTOJISIPU3aIiU, IIPOBO-
JUMOCTHU U MPOrpPecCUPOBAHUIO HAPYILIEHUs] KOPOHAPHOTO
KpoBoToka (puc. 3).

OxoKI — mepBriii MeTon nuarHocTnku PC, a 3aTem oI1-
TUMAaJIbHBIA METOM IMHAMUYECKOTO KOHTpoJIsI. Menkue PC
axorno3utuBHbl. Kpynhsie PC nipu Y3U nio cBoeit CTpyKTy-
pe MOTYT OBITh TU(PY3HBIMU, HE3HAYNTEIHHO OTIMYATHCS
oT Muokapaa (puc. 4), XoTs BHYTPU HEKOTOPHIX OOJBIINX
pabioOMMOM BU3YaIM3UPYIOTCS OoJjiee MIOTHBIE 3XOIO3U-
TUBHbIE yyacTku (puc. 5). B rurantckux PC B penkux ciy-
yasgX Mbl HAOOmAIW MEJIKUE 3XOHETaTUBHEIC OKPYTJIBIC
obpaszoBanus. [locnegHue Morim ObIThH OYaraMu HeKpo3a
Mpy 00paTHOM Pa3BUTHUU OITYXOJIU, YTO OMUCHIBAETCS B JIM-
Teparype [4, 5].

WM3onupoBaHHOE pacnojioxeHue padJoMUOM pe-
TUCTPUPOBAIOCh HEYACTO: B CBOOOMHOU CTEHKE IMpaBO-
ro xenyaodyka (n=1), 3agHeil cTeHKe JIEBOro KeJyaoy-
Ka (n=2) U B MEXXKETyIOUYKOBON Ieperopomke (n=3).
B ocTanbHBIX ciydyasx 3TO ObLIM MHOXECTBEHHBIC OUaru
WIM OJIHO MacCUBHOE€ HOBOOOpa3oBaHMWE, PacIpoOCTpa-
HSIOIIeecs Ha pa3IMYHbIC yIaCTKM MUOKapaa. Pacmoio-
JKEHME OITyXOJIM B BBIXOTHOM TPaKTe MPAaBOT0 XeTya0uKa
MOTpeOdoBa0 Pe3eKIMU JOCTYITHOIO ydyacTKa OMYyXOJu
(n=2). Ilpu KOHTPOJBHBIX MCCIEIOBAHUSIX IOCJE OIle-
PaTUBHOTO BMeIIaTeJbCTBA COXPAHSJIOCH YTOJIICHHUE
U TUTIOKMHE3UST MEXKEJyI0UKOBOM Meperopoaku B Me-
cTe BMelIaTeIbCTBa.

OrmyxoJib MMOCTPOSHA M3 OOJIBIINX OKPYIJIBIX ITOJIUTO-
HaJIbHBIX KJIETOK 0€3 MpHU3HAKOB MUTO3a. B kierkax mpu-
CYTCTBYeT MMUOIJIOOMH, aKTWUH, N€CMUH, BUMEHTUH, KOJI-
gareH [V tuna. bosbpuioe KOAU4YeCcTBO INIMKOTeHa JeiaeT
KIeTK PAS-10I0XNTEIbHBIME, pEarupyoIMMMNA Ha Tra-
cragzy. CTaHgapTHbIE MEeTObl (DUKCALIMU TMCTOJIOTMYECKOTO
npenapara IPUBOIIT K BBIMBIBAHUIO TJIMKOTeHa. B Kier-
Ke 00pa3yloTcs ITyCThie BaKyOJd, pa3lelIicHHBIC TOHKUMU
nosockaMu  (MUOGUOPUIUIBI), PaCIIPOCTPAHSIOLIMMUCS
OT MeMOpaHbl KJIETKU K sIIPY, YTO MO3BOJIMIIO Ha3BaTh ee
«KJIETKA-TIayqyoK».



ITo oGpa3HOMy BbIicKa3biBaHUIO IeTe, «moa KaxIbIM
KaMHeM JIEKUT MUpOBast uctopusi». OIyXoJu cepala pei-
KU, HO JUI KOTO-TO CTaTUCTUYECKash PeAKOCTh HO30J0TH-
YECKOM EIWHULBI SBJISIETCS AaIlOKaJIUIICMCOM, 3aBeplla-
FOIIIMM MUPOBYIO MCTOPHIO, MO0 KaXKIbI YEIOBEK TaK Ke
pa3sHooOpaseH U OeCKOHeYeH, Kak U KocMmoc'. B rmogasisi-
fo11ieM OOJIBIIMHCTBE CTydaeB IepBUYHBIC OIYXOJIM cepala
NOOpOKAYeCTBEHHBI, T.e. He MeTactazupyloT. Ho mo6po-
Ka4eCTBEHHOCTh OITyXOJIM OTHOCHUTEIbHA. PacrmonoxeHue
OITyXOJIU B 00JaCTU FeMOAMHAMUYECKUX TPAKTOB Cepilia,
3aMeleHre €0 (yHKIIMOHATLHOTO MUOKAap/ia, HapyIIeHUs
KOPOHAPHOTO KPOBOTOKA, pUTMa CepAlla CO3MarT (aTaib-
HbIE CUTYallWH.

PC, ocobeHHO MHOXECTBEHHbIE, KaK 3TO IOoKa3aHO
W HaIlUM WCCIeAOBAaHUEM, MOTYT OBITh OTHMM U3 IIPO-
gprennit TC u HacaeayloTCcsl ayTOCOMHO-IOMHWHAHTHO,
compoBoXkaasl 0oJyiee MOJOBUHBI BCEX CIy4YaeB 3TOrO Heli-
pokyTaHHOro cuHapoMma; 51—86% nereii ¢ PC umeror npu-
3Haku TC y OMmKai X poacTBEHHUKOB WM 110 TaHHBIM
KJIMHUKO-paguojornueckux ucciegopanuit. TC ompe-
nensttot reubl TSCI (9934, KonupyeT CUHTE3 ramMapTUHa)
u TSC2 (16p13, xomupyeT cuHTe3 TyOepwHa). [amapTun
¥ TYOCpUH OTBETCTBEHHBI 32 POCT M Pa3BUTUE KapaAUOMU-
OLIMTOB, MOAABJISAISI UX HEKOHTPOJMPYEMBbII POCT U TEM ca-
MBIM IIpeayIpeskaacTcs pa3BUTHE omyxoieil. HapyieHnue
CHHTe3a TyOeprHa M (MJIM) TaMapTUHA BeIeT K Pa3BUTUIO
TC u pabnomuomel. DeHoTUIT 3200J1€BaHUsI HE 3aBUCUT OT
akcnpeccun TSCI vnu TSC2. TlpumeuatenbHo, uto TSC1
win TSC2 obHapyxuBaioTcs Toubko y 80% 6osbHbIX TC.
B 20% cinyyaeB npu4uHa OCTaeTCsl HEU3BeCTHOM. MCTHH-
Hasg 4vactota TC, ¢dakomMaTo30B (HEHPOKYTaHHBIX CHH-
npomoB) Boobiie u PC He onpenenena. [pu cruiomHoM
obcienoBaHnu HacejieHUss reHbl TC 0OHapyXXUBaOTCS
¢ vacroroir 1:6000 — 1:9000, a 3abojeBaHUE PETUCTPU-
pyercst peako — 1:150 000 nacenenwus [6, 7]. TlonoBuHa
Bcex cinyyaeB PC — pe3ynbraT cmoHTaHHOM MyTtanuu [8].
WNnuorga PC conyrcrBytor Terpage Pasuio, aHoMmannu D6-
ITeiiHa, TUITOTUIa3U M JIEBOTO XKeJIy10uKa, CuHapoMam Jla-
yHa 11 0a3aIbHOKJIETOYHOTO HeByca. MHOXECTBEHHOCTD
PC, ux mosBneHue Ha (oHEe IPyrux aHOMAaIWUil ceprla
M TEHETUYECKMX CUHIPOMOB, HEBPOJOTHYECKas MaToJO-
IUsl, cCOYeTaHHbIe OOBEMHBIE 00pa30BaHUs BHYTPCHHUX
OpPraHOB CYIIECTBEHHO YXYIIIAIOT IMPOrHo3. Takum 00-
pasoMm, rpymmnoi pucka 1mo pasputuio PC MoxHO cuuTaTh
JIeTeil ¢ ceMeiHBIM aHAMHE30M HEePOKYTaHHBIX CHHIPO-
moB (TC B mrepByI0 04epenn), MHOXKECTBEHHBIMHY MISITHAMU
1BeTa «Kode ¢ MOJIOKOM», JEMMMIMEHTUPOBAHHBIMHU, «IIa-
IrpeHEBOI KOXei», MH(MAHTUILHBIMK CYTOPOTaMHU.

Poct PC B nopasisitoliieM OOJBIIMHCTBE CJIy4aeB MeJl-
neHHbIl. OnuHouHBIe PC MOTyT TTogBepratbcst 00paTHOMY
pasButuio [9]. B Hamell mpakTukKe Mbl TaKUX CIy4aeB He
Habmoganu. bosee Toro, naxe eciv B JAHHBIM MOMEHT 3X0-

«urpok, cmunikom mupok yenosek. 51 6v1 cyzmn». @.M. [locToeB-
ckuit. «bparbst Kapama3oBbl».
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rpapuuecku perucrpupyetcs 1 yzen PC, Heu3BecTHO, €CTb
JIM MEJIKWEe, HeBU3YaIU3UPYyeMbIe O9ard OIyXOJIU B APYTUX
ydacTKax MUOKap[a, WIM OHM IOSBATCS CIYCTSI KaKOe-TO
BpeMsI.

[lepBBIM W BeAYIINM METOIOM IHATHOCTUKHU OITyXO-
JIell cepilia, 1Mo o0IeMy MHEHHIO, U B HaIlIMX HaOIIofe-
Husix, saBasgercsa DxoKI. [Ipy MUHHUMaATbHBIX CTOUMOCTU
M BpPEeMEHHBIX 3aTpaTrax Mbl OBICTPO MOJYYaJM IOJHYIO
MHOOPMALIMIO O HAIMYNY U pa3Mepax 00beMHOT0 00pa3o-
BaHMS cepilia, paclpOCTPaHEHUHU €ro B MOJOCTU Cepala,
SKCTpaKapAnaJbHO WJIM WHBA3MBHO BHYTPUMHOKAPIU-
aJIbHO, COCTOSTHUM 000JI0UEK Ceplla M BBIIOTa B MOJIOCTh
CepIeYHOl COpOYKM, KJIAllaHHOTO armnapaTta, CTeNeHU
IUCHYHKINYA MAOKapIa M HapyIIeHUY BHYTPUCEPIAEIHOTO
KpoBoToka. braromapst 9xoKI' amarHo3 U3 mocMepTHOTO
CTaJl MPUKU3HEHHBIM, BoIsiBIeHHEe PC cTago BO3MOXKHBIM
yXe y IIOJ0B.

3akiioyeHue o TuIe oObEMHOTO 00pa30BaHUs cepalla,
B TOM YHCJIEe OIYXOJIM CepAlla, TOJBKO MO JaHHBIM DxoKI
JIOJDKHO JaBaThCsl C OCTOPOXHOCTBIO. TeM He MeHee Ipu
MHTErpajbHO OlleHKe (peHOMeHa OOBEMHOro 0Opa3oBa-
HUS cepaila MOXHO ¢ OOJIBIION IOJIeii TOCTOBEPHOCTH TO-
BOpUTH O Tune obpasoBaHus. Ecnm npu Y3U BeIgBIeHO
00beMHOE 00pa3oBaHueE CEPALIA, TPAKTOBATh 3TOT (PeHOMEH
HEoOXOAUMO C YYETOM BCE KIMHUYECKOU nHbOopMaluy —
BO3pacTa M COCTOSIHUS TTallMeHTa, CEeMEMHOro aHaMHe3a,
JloKanu3aluuyu HoBooOpa3oBaHMsi. OnboyHast fIMarHoCTU -
Ka BO3MOXHA IPHW BOCIPUSITMM HOPMATbHOU CTPYKTYPHI
cepaua (HampuMep, YIIKO MPEACePArs) MPU HEOOBIYHOM
TUTOCKOCTU CKAaHMPOBAHMSI.

CneayeT UMeThb B BUY, YTO BTOpUUYHBIE (MEeTaCcTacTU-
YeCcKUe) OIMyXOJIU cep/lia BCTPEYAIOTCS Yallle IEPBUYHBIX,
JIOKaNU3ylTcs OnxXe K mepukapny. UM mpeninecTtByeT
NepBUYHAS OMYXOJb CO CBOEH KJIMHMUYECKOM KapTUHOM.
BHyTpucepaeuHbie 00beMHBIE 00pa30BaHUs MPEACTaBIIe-
HBI TpoMOaMu. BHyTpucepaedHbIe TPOMOBI COITYTCTBYIOT
TSDKEJIbIM BapyvaHTaM apUTMUM, DWJIATAllMOHHBIM Kapauo-
MUOTATHUU, BHYTPUCEPACUYHBIM KaTeTepaM. DTU obpa3zo-
BaHMs 9acTO MOABMKHBI. Ha BTOpoM MecTe — BereTamum.
Ho xnmanKa nH(pEKIIMOHHOTO YHA0KAPANUTA HEe OCTaBIsI-
€T COMHEHUI B TeHe3€e BBISIBJIEHHOTO 00BbeMHOI'0 00pa3o-
BaHUSI.

Ecnmu takme HoBooOpasoBaHusi Kak PC, MUKCOMBI,
TepaTOMbl EIWHUYHBI, TPOBECTU AUddepeHIIATbHYIO
JIMarHoCTUKY 1o JaHHbIM DXoKI kpaiiHe cioxHo. I[To Ha-
IIeMY OITBITY MUKCOMBI MOTYT OBITh CEMEHHBIMM, MHOXKE-
CTBEHHBIMM, COUETAThCS C MUTMEHTHBIMM TISITHAMU 1IBeTa
«Ko(e ¢ MOJIOKOM», IPYTMMM OMYXOJSIMU, BbI3bIBATh Ma-
paHeorlaCTUYeCKUii CUHApPOM (MocaeaHee HETUITUYHO
st PC). OOGbI9HO BCTpEYalOTCs Y MOIPOCTKOB M B3POC-
Jbix. CBSI3aHbI C 9HOOKApAOM, B MHMOKapJ He MpopacTa-
10T. MoryT pacroJjiaratbcsl Ha HOXKe, ObITb TTOJABUKHbBIMU,
BBI3BIBASI TIEPUOANICCKH OOCTPYKIINIO BBIHOCHBIX TPAKTOB
U TIPUBOAUTH K 0OMOpoKaM. DXOTeHHOCTh MUKCOM yMe-
peHHas. CTpyKTypa HeIJIoTHasi, OTPbIB (pparMeHTOB JTaH-
HOTO HOBOOOPA30BaHMUS CIYKUT MPUIUHON 5MO0mit. N3-
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Jo0JIeHHAas JIOKaJIU3alusi MUKCOM — JIEBOE€ Mpencepaue,
pexe — JIEeBBIN XeIymoueK, O4eHb PeaKo (HO 4acTo MpH
CeMeifHOM MHUKCOMHOM CUHIPOME€) — B IpaBbIX OTIeJax
cepaua. B mukcomax B 10% ciiyyaeB eCTh O4aru 3KCTpaMe-
IYJJISIPHOTO TeMOIT033a.

TepaTombl pacrmosiaraloTcsl 3KCTpakKapaualbHO, B IO-
JIOCTH CEpJEYHOM COPOYKHU, COUETAIOTCs ¢ BhIMoToM. Oco-
OEHHOCTBIO TEPATOM SIBJISIETCSI HAJTMUME KUCT U COJIUTHBIX
CTPYKTYP, BEPOSITHBIX 3a4aTKOB MBI, XPSIIeil, IIeYeH!,
MOIXKETYTOUHOM XKeJie3bl, MHBIX XeJIe3UCThIX OpraHoB. Ta-
Kasi CTpyKTypa Xopouo uneHTuduumpyercsd npu Y3U.

IemaHrromebl cepaiia 0OHAPYKMBAIOTCS B JIIOOBIX KaMe-
pax cepjiia, HO Yallie — B [IPAaBOM MpeJcepauu, pacroara-
sICh Ha DHIIOMUOKap/Ie WM BHYTPU MUOKap/a. [eMaHTMOMBI
C JIOKaJM3alel Ha SHI0KapIe YeTKO OYepUeHbBI, HAIIOMU-
HAIOT MUKCOMBI. [paHUIIBI MHTpaMypaabHBIX T€MaHTHUOM
HeyeTKue. DXOreHHOCTh TeMaHTUOM TMeCTpasi 3a CUeT coue-
TaHWST KUCTO3HBIX TIOJIOCTEH 1 COJIUTHBIX YIaCTKOB C BKITIO-
yeHueM KanbluHaToB [10, 11].

Jleuenue PC cumnromatuueckoe. IlosiBuiuch co-
obuieHus1 00 3 GhEeKTUBHOCTA 3BEPOIMMYCA — MOIIHOTO
MIPOTUBOOIIYXOJIEBOTO IIperiapara, IOOABIISIONIEIO POCT,
Murpanuio, Tpoaudepanvio u auddepeHINAIN0 Kile-
ToK [12]. PC, conpoBoxaatoniuecst HapyleHUsIMU puTMa,
TeMOJIMHAMUKM TIOJBEPTaloTCs ONEepPaTUBHOMY JIEUCHUIO.
IIpu HEBO3MOXHOCTU PE3CKIINM OITyXOJH, €€ IMPOTPecCu-
pOBaHUM, (haTaTbHBIX HAPYLIEHUSIX pUTMa, HEKYpaoeJIbHOMI
CepIeYHON HEeIOCTATOYHOCTU TPOBOIWTCS TpaHCILUIaHTA-
uus cepana [3, 9, 13].

3AKJTHOYEHUE
PC yacto conyrctBytoT TC, BO3MOXHBI CEMEUHBIE CITy-
Yyau, XOTS BO3MOKHBI 1 BHe ¢Bsi3u ¢ TC. [IporHocTHUecKun
HEOJaronpusiTHBl MHOXECTBEHHbIE U PaclpoOCTpaHEHHbIE
00pa3oBaHus, HapylIeHUS PUTMA U COKPATUMOCTU MU-
okapma. OxoKI — ompenensionuii METOJ TUATHOCTUKHU
U IMHAMUYECKOTO HAOIIOIEHMUSI.
k ko
Aemopel 3aa61510m 06 omcymcemeuu
KoHGhaukma unmepecog

Bxaao asmopos:

JMeasieun B.M. — pykogodumensv Hay4Hoil membl,

coop u obpabomka mamepuana, AHaAu3 AUMepamypbl,
Hanucaunue u pedaKxmupoearue cmamaol.

baauna E.A. — c6op u ananuz mamepuana.
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Despite the rarity of cardiac rhabdomyomas (CR) and the absence of metastasis,
the outcomes of the neoplasm can be fatal.

To describe the clinical and instrumental picture of CR and to formulate
recommendations for the diagnosis and management of patients.

Seventeen CR patients (8 boys and 9 girls) whose median
age was 2 months (0.1-360 months) were examined. The diagnosis was based
on the results of a clinical and instrumental observation and on those of surgical
treatment with the histological verification of the type of a distant neoplasm (n=2),
postmortem (n=1) and molecular genetic studies (n=1).

The disease manifested in early childhood:; it was detected during a family
examination in a mother in one case. The clinical picture showed neurocutaneous
syndrome, seizures (n=5), marfanoid habitus, renal angiolipomas and cysts (n=3),
hamartomas of the optic disc (n=3), and paracortical foci of demyelination (n=2).
Tuberous sclerosis (TS) was diagnosed in 11 patients; a purposeful examination
for CR revealed a heart tumor in 7 of the children with TS. The common cardiac
symptoms were circulatory insufficiency, cardiac arrhythmia, and conduction
disorders, the progressive growth of the tumor was accompanied by impaired
coronary blood flow. Echocardiography (EchoCG) is the leading diagnostic
method. Single small rhabdomyoma nodules are rare, mainly multiple and
widespread neoplasms, were recorded.

CR is often accompanied by TS, there may be family cases. Multiple
and widespread tumors, rhythm and myocardial contraction disturbances are
unfavorable prognostic factors. EchoCG is a determining diagnostic and follow-up
technique.

oncology, heart, tumors, rhabdomyoma, clinical presentations,
genetics, diagnosis, management.
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