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OPUI'MHAJIBHBIE CTATbU

CUHJIPOM COEOVIHUTEIbHOTKAHHON
OVICIIZTA3UM CEPJIIIA Y IETEN

T.A. ®uinoHoBa, B.M. CaBBo

Xapbkosckas MeOUYUHCKas akaoemus nocedunioMHo20 06pa3o8aHus, 2. XapbKos

THE SYNDROM OF HEART CONNECTIVE TISSUE DYSPLASIA IN CHILDREN

T. A. Filonova, V.M. Savvo

SUMMARY
The identified structural features should be also correlated with the age of the child, considering that the
many of structural abnormalities of the heart are the dynamic process that requires observation for adequate clinical

interpretation and differential approach.

CUHOPOM CNONYYHOTKAHUHHOI AUCNNA3Ii CEPLUSA Y OITEW

T.O0. ®inoHoBa, B.M. CaBBoO

PE3IOME
BriBUeHa cTpyKTypa Manvx aHomanin po3sBuTKy cepuay 240 aiTel 3 03HakaMm CNONYYHOTKaHNHHOT Ancnasii.
Br3HaueHo 3anexHicTb BUABNEHHA ANCNNACTUYHUX aHOManin Bif BiKy ANTUHW. MpeacTaBneHi reMoguHamiyHi
0COGNMBOCTI MasIOro Kona KpoBOoOoGiry y fiiTeil 3 AUCNNACTUYHUM CEPLEM.

KniouyeBble croBa: gucnnasusi CoeAMHUTENbHOM TKaHWU, Marble aHoManum pa3BuUTUA cepaua, KapanoBacKynsapHasa

naTtosriorusa, oeTu.

B crpykrype 3aboneBanmii cepaedHoO-COCYAUCTOM
CUCTEMBI Y fieTell 3HaYUTEeNbHOE MECTO 3aHUMAIOT CO-
CTOSIHVA, CBSA3aHHbIE C CUHIPOMOM COEIMHUTE/IbHOT-
KaHHOI1 Aucnnasun ceppua. K HacrosmeMy BpeMeHn
HaKOIUIeH 6OJIbIION MaTepuaJl, OCBELIAIOUIT pas/nd-
Hbl€ aCIEKThI KIMHIYECKOIO 3HaUYeH I MaJIbIX aHOMa-
muit pasButus cepaua (MAPC), koTopble MOTYT OBITD
MOP(OIOrNIeCcKoil OCHOBOI KaK (YHKIMOHATBHBIX
VI3MEHEeHMI CepHeYHOI AeATeNbHOCTY, TaK ¥ ACCOLUN-
POBAHBI C pa3BUTHEM Pa3/INIHbIX )KI3HEYTPOXKAEMBIX
CUTYaluin [1,2,5,6,7]. CBefieHus 0 4acTOTe BCTpeyae-
moctu MAPC xpaiine pasHopeunssl (ot 40 -50 % o
95-98 %), 4TO 0OYC/IOB/IEHO MX BULOM, CTEIIEHBIO KJIN-
HUYECKUX IIPOSIB/ICHNI, paspellaloliell CIIOCOOHOCTHIO
aImaparypsl, KOHTUHIEHTOM 00C/Ief0BaHHbIX [1,5,7].

Hanbonee n3ydeHHbIMM ABIAIOTCS HPOIAIIC MM-
tpanpHoro knamnana (IIMK) u axronmveckn pacrosno-
JKeHHbIe XOPZbI /IEBOTO >Kemyfouka. Kimunueckue npo-
apnernA [IMK BapbupyIoT OT MUHMMA/IbHBIX [0 3HAYM-
TE/IbHBIX U OIIPEe/IAI0TCS CTETIEeHbI0 COeMHNUTEIbHOT-
KaHHOJ IMCIIIa3My, BETeTaTMBHBIMI PacCTPOIICTBAMM,
a [TPOTHO3 ACCOLMUPYETCs C HAIMIMEM MUKCOMATO3HBIX
U3MeHeHMII K/IallaHa I MUTPaJIbHOI perypruranyein. ¥
ZeTeit 1 nofgpocTKoB cnenyeT BoijienaTh IIMK xak Bapu-
aHT HOPMa/IbHOTO PasBUTUA CEPALA, MHBIMU CTIOBaMU
(bM3MOIOTIYECKIIT TIPOTIATIC, KOTOPDIIT HE COITPOBOXK/IA-
eTcA crienyIyecKoil KIMHIYeCKO CUMIITOMATUKOIL,
B KaTaMHe3e II0 Mepe POCTa U pa3BUTUA pebeHKa yc-
4esaer, T.e. SIB/IAETCS BO3PACT-3aBUCHMbBIM (PeHOMEHOM
[1,4]. Ha cerogHA1Hmii ieHb JOKa3aHa CBA3b SKTOIYE-
CKIIX XOPJ] C CepfieYHbIMI apUTMUAMMI, IIPU ITOM OCO-
00e 3HaYeHe C TOYKM 3PeHNs apUTMOTEHHOCTH, TIPU-
TAI0T MHOXKECTBEHHBIM U IIPOJIO/IBHO PACTIONOKEHHBIM
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xopaaM. Crioco6cTBOBaTh PasBUTHUIO IMACTOTINYECKON
ICOYHKLUM CepAilia MOTYT MHOXK@CTBEHHbIE U I0-
IepeyHble XOpAbL B TO 5Ke BpeMs ecTh Bce OCHOBaHMA
I0/IaTaTh, YTO eIVIHIYHbIE BePXYLICYHbIE XOP/bI MOKHO
paccMaTpuBaTh KaK BapUaHT HOPMBI [6,7].

Ienpio pabOTHI ABUIOCH N3ydeHIe 0COOEHHOCTel
CTPYKTYPBI ¥ YaCTOTBI BCTPEYAEMOCTH AMCIIIACTIYE-
CKVX aHOMaJINii Cepflia y AeTell C IpU3HAKaMI COeN-
HUTEIbHOTKAHHOII IYCIUIA3NN.

MATEPUAJIbI N METObI

AHanmu3 CTPyKTYPHBIX aHOMa/INI1 Pa3BUTHA CEpALA
U Mar¥CTpaabHbBIX COCYHOB IPOBENEH IO pe3ynbTaTaM
obcmemoBanust 240 neteri (B Bospacte 3-17 net) Ha Kade-
[pe menmaTpuy Ha 6ase FOPOACKOTO KapAyopeBMaToIo-
TMYeCKOro oTeienys. V3 o0cenoBanms NCKTIOYaIICh
[IeT! C BPOXK/IEHHbIMI IIOPOKaMI CepJLia, MUOKApINTa-
MU, IEPBUYHBIMYU KapAVOMMONATAAMMY, CUCTEMHUMU
BOCIIA/IUTETBHBIMI 3a00/IEBAHUSIMI COEAMHNTENBHOI
TKaHM. [IpoBopgumuch yHUPUIMPOBAHHBIE METONDI
K/IVHVKO-/Tab0paTOPHOTO U 00CIeNOBAHIS, YIBTPA3BY-
KOBO€ ¥ (PYHKILIMOHA/IbHOE MICCTIEOBAHNE CepALIA.

PE3YJIbTATbI 1 UX OBCYXAEHWE

ITo faHHBIM OLIEHKY (PeHOTUIINYECKIX aHOMAJINIA
passurus npeobnanana 1 u IT crenenu CT]I (38,7% n
47,5% coorBerctBenHo). [Ipusnaku CT]l cogeranmch
C IPOSIBJIEHVMY BETETATUBHOI AUCOYHKINY Y TTOfa-
BJLAIOLIETO OOMBIINHCTBA fleTell.

Hanboee 4acTo BBLABIISINCD 9KTOIIYIECKIIE Aa-
TOHAJIbHBIE XOPABI IEBOTO Xenynouka (76,6 %) u mpo-
JIaTic MUTpajbHOTro KinanaHa (68,7 %). Pexe BcTpeva-
JIVCB TIPOJIAIICHI APYTUX KTamaHoB (13,6 %), OTKpbITOE
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oBa/bHOE OKHO (14,4 %), AUysITalNs IETOYHON apTe-
put — 20,4 % (IpenMyIeCTBEHHO Y AeTeil IIKOTbHOTO
BO3pacTa), IIOrPaHNYHO y3Kad aopTa — 10,7 % (mpe-
VMYLIECTBEHHO Y JieTeil MIajileli BO3SpacTHOM IPyII-
IIbI ), AHEBPU3Ma MeXXIIPeICEPAHOII IIeperopouku — 8,7
%, MUIATaIMA AOPTHI Ha YPOBHE CHHYCOB BaibcanbBbl
(10,8 %), cetp Knapu (11,2%) u ap.

Cpepny 5KTONMYeCKH pacIoIOKeHHBIX XOPJ 1 Tpa-
Oexyn mpeobmafany fUaroHaabHbIE, IPOJOIbHbIE I
TOIepeyYHble BCTPeYaICh 3HAYMTENbHO pesxe (3,2% u
8,0% cooTBeTcTBEHHO). Y 1/5 yacTi 06CnenoBaHHbIX
JieTelt 9KTONMYeCKIe XOPAbI ObUIN MHOXKECTBEHHBIMIL.

Co cTOpOHBI MUTPA/IPHOTO K/IallaHa HauboJee ya-
CTO PErMCTPUPOBAJICA NPOJIAIC IPEUMYILECTBEHHO 1
u 2 cr. (52,7 % n 21,2 % cOOTBETCTBEHHO). MUTpasb-
HasA perypruranns BbiasneHa y ¥ gactu gereit ¢ [IIMK.
[TpenmyiiecTBEHHO 3TO ObIIN AeTH B Bo3pacTe 12-17
JIET, 4TO, O-BUJUMOMY, CBSI3aHO C IIOCTEIICHHBIM Ha-
pacTaHMeM Me3eHXMMa/lbHON HEJOCTATOYHOCTU B
pe- ¥ MybepTaTHOM IIePMOfAX IO Mepe B3POC/IEHIs
pebenka. [Ipeobmasjana IOCTOsIHHASI MUTPAIbHAS Pe-
ryprutanus 1, 1-2 CT. C y3KOHAaIIPaB/IEHHBIM Yall€ 9KC-
LIEHTPUYHBIM PETypPIUTALVOHHBIM IOTOKOM. IIpnsHa-
KJI MUKCOMATO3HOI! JleTeHepalyyl MUTPa/IbHbIX CTBO-
POK BbIABJIEHH ¥ 24,2% 00c/IenoBaHHbIX.

ITpu onenke ImpaBbIX OTHENOB ceplla ceTb Kuapu B
IPABOM IIpeJCepAy BbIsABIeHa Y 7,9 % 00C/eOBaHHBIX,
NPU3HAKY TPYUKYCI/IAIbHON 1 ITy/IbMOHA/IbHOM PErypri-
Tauym 1 crenenn -y 56,3 % 11 46,8 % COOTBETCTBEHHO.

IToxasarerm HACOCHO ¥ COKPaTUTEIbHOI (PYHKINMN
JIEBOTO JKETyJ0uKa IIPAKTUYECKN Y BCEX JieTell COOTBET-
CTBOBA/IM BO3PacTHbIM HOPMAaTMBHBIM IIapaMeTpaM.
ITo paHHBIM M3y4YeHN TPAHCIIY/IbMOHAIBHOTO IIOTOKA
y TpeTy 00C/IeOBaHHbIX fieTell BbISB/IEHBI IIOIPAHNYHO
BBICOKJE TIOKA3aTeNMV CPETHETO JIAB/IEHNA B JIETOYHOI ap-
Tepuu, a'y 7,1 % — Bblllle HOPMaTMBHBIX 3HAYEHMIA, YTO,
KoppemupoBaino co crenenbio CT]] u, mo-BupumMomy,
CBA3aHO C JIVICIIACTMKO3aBUCUMBIMU OCOOEHHOCTAMU
CTpPO€HUA TPYAHON KJIETKM, MUSMEHEHNEM CTOSHUA U
9KCKypcun yadparMpl, HapylieHeM Kap/yOIy/IbMO-
TopakoamadparManbHbIX COOTHOIIEHNMI. [JaHHBI (akT
ABJIAETCA BO3MOXKHBIM IPENVKTOPOM (OPMUPOBAHNUA
TopakofuadparMaIbHOTO CUHAPOMA U PasBUTHA Jua-
CTOTIMYECKOIT HUCGYHKIMU IIPABOTO XKETy04Ka.

Omnpepenas pacIpoCTpaHEHHOCTb CTPYKTYPHBIX
9XOKapamorpaduIecKux MPU3HAKOB CHHPOMA MajIbIX
AQHOMA/INIL Cepylia, HeOOXOAMMO YUUTHIBATD HpOLlec-
Cbl BO3PAaCcTHOTO peMofienupoBanusa ceppaua. He sce
MAPC xnuHMYecKy paBHO3HAUHbI Y YacTb aHOMaA-
JIWIA, TIO-BUVIMOMY, MOYKET OBITb OTHeCeHa K aHaTOMO-
(busMOIOrITIecKIM 0COOHHOCTAM fieTCKOro cepaua. ITo
manHbIM [Hycaea C.®. u coast. (2008), yMeHbliIeH1e B
CTapIIMX BO3PACTHBIX IPYIIIAX PALA AaHOMAJINIL MOXKET
OBITb 00YCIIOB/IEHO ITpopomKatolerics guddepenum-
POBKOIT KapAMa/IbHBIX CTPYKTYP, aJalITAL[IOHHO IIepe-
CTPOITKOI1 KpoBooOpartenyisi. ITpy aHa/m3e IOy 4eHHbIX
PE3y/IbTaTOB Y/IbTPa3BYKOBOTO MCCEOBAHNUSA CEPAILIA
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JIETel TAKOKe YCTAaHOB/IEHO, YTO YaCTOTa BCTPEYaeMOCTHI
ornenpHbIX MAPC 3aBucerna OT BO3pacTa 1 He ABJIA/Iach
crabunpHoIL 1o Mepe B3pocieHns pebeHKa 0TMeYaoch
HapacTaHMe CTeleHN POIabMPOBAHMS MUTPATIBHOTO
K/IallaHa ¥ IIPU3HAKOB €r0 MMKCOMATO3HOII JleTeHepa-
LIVIY, BO3PAcTaa YacTOTa BBIAB/IEHVA IVIATALNN a0p-
ThI Ha yPOBHE CHHYCOB Bajibca/bBbl, IponabipoBanys
A0PTAJIbHOTO KJIAIIaHa, YTO MOXKET ObITh 0OYCIOBIEHO
yCHUIEHNEM JIUCIIACTUYECKNX TIPOLIECCOB B COENVHM-
TEeNIbHOTKAHHOM cTpoMe cepyiiia. OHOBpEMEHHO OTMe-
Ya710Ch YMEHbILIECHYE YaCTOThI MUKPOAHOMAIVI CO CTO-
POHBI TPABOTO MpeCcepAys, IOTPAHNIHO Y3KOI aOPTHI.
Takum 06pasoM, yCTaHOB/IEHA BBICOKAsl 4aCcTOTa
BCTPeYaeMOCTY MAJjIbIX AaHOMa/lINii PasBUTKSA Cepalia
Ccpenu feTell ¢ MpMU3HaKaMy COeNVHUTETbHOTKaHHOM
aucnnasuy. OneHnBas ponb OMCIUIACTUYECKOTO Cepy-
12 B GOpMIPOBAaHNH CepeIHO-COCYIUTON MaTOMOT NN
JIETCKOTO BO3PAcTa, HEOOXOAMMO YUUTHIBATD He TOMb-
KO HaJIM4Me ¥ KOIMYECTBO OTHENbHBIX CTPYKTYPHBIX
aHOMaJINIl, HO ¥ ero (YHKIMOHA/IbHbIE XapaKTepu-
CTUKH, B TOM YJICTIe ITPABBIX OT/[E/IOB CEPALIA I MAJIOTO
Kpyra KpoBooOpaiieHsi. BbisiBlIeHHbIe CTPYKTYPHbIE
0COOEHHOCTY HEOOXOMMMO TaK)Ke COOTHOCUTD C BO3-
pactom pebenka, paccmatpusas mHorne MAPC kak
IMHAMMYECKMIl IpoLjece, TPeOyIoLil HabIomeHIsI
I afeKBAaTHOM KJIMHUYECKON MHTEpHpeTaluy U
nuddepeHIPOBAHHOTO OAXOTA.
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