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COCTOSHUE LLEHTPAAbHOW TEMOAUHAMUKU Y AETEN
U NOAPOCTKOB C CUHAPOMOM AUCTNAA3NU
COEAWHUTEAbHOMW TKAHU CEPALLA

A.C. KaambikoBa, H.MM. NaueBa

CTOBpOI’IOAbCKdﬂ rocyAdpCTtBeHHaa MeAULMHCKAA dKaAeMUusa

TEHCUBHbIM Pa3BUTUEM U COBEPLUEHCTBOBAHNEM

TEeXHONOrm AUarHoCTUKN cepaevyHo-cocyaucTon
naTosiorMum, YTo He MOIJ1I0 He CKa3aTbCs Ha yBenuye-
HUM 4YacTOTbl €€ BbiIBJIEHUS B OETCKOM Bo3pacTte
[3,4,12]. B cTpykType 3aboseBaHuii cepaeyHo-Cco-
cyauctoii cuctembl (CCC) Bce Gonbluee 3Ha4YeHUue
nmeloT pyHKLUNOHAJIbHbIE HapYyLUEHUS U COCTOSIHUS,
CcBfi3aHHble C Aucnnasveil coeanHUTEsIbHOM TKaHu
ceppaua.

B npucnoco6neHnn opraHnama pebeHka Kk oKpyxaro-
el cpene BaxHenwas posb NpuHagNexmnT CUCTEME KPO-
BOOOpALLEHNS, OT YPOBHSA PYHKLMOHMPOBAHWS KOTOPOW B
3HAYUTENBHON Mepe 3aBUCUT YCMELIHOCTb Pas3BUTUS pe-
akuum agantaumn. B nogpocTkOBOM BO3pacTe UBMEHEHMS
rOPMOHAsNbHOrO CTaTyca, NosiBIEHNE HOBbIX HEMPOryMO-
pasibHbIX COOTHOLLEHNIM ONPEeaendoT WUPOKMIA Amnana3oH
dU3MON0rnN4ecknx nokasaTtenen cepneyHo-cocyamncTon
cuctemMbl. OueHka @YHKUMOHaNbLHOro coctosHua CCC
Ha COBPEMEHHOM 3Tane MPOBOAUTCS C UCMOSb30BaHU-
€M MHCTPYMEHTasbHbIX METOLOB MCCNEO0BaHUs, Npeso-
CTaBASIOLWMX OOBbEKTUBHBIE OVMATHOCTUYECKNE KPUTEPUU
N NO3BONSOLLMX cyanTb 0 Gruoduamyeckmx npoueccax B
cucTeMe KpoBOOOpaLLEHUs, COCTOSIHUW BHYTpUCEpPOEY-
HOM 1 obuien remoanHamukn [1,6,7,8]. Oxokapanorpa-
bus — aT0 0AMH N3 Hanbonee NHGOPMATUBHBLIX METO0B
JmnarHocTtukum 3abonesaHuii cepaua u cocynos [2,5,8].

Llenbio nccnepoBaHuii SBUNOCH N3yYeHNe COCTOSIHUS
LEeHTpaJbHON remMoguHaMukn y geTter v noapoCcTKOB C
CUHOPOMOM ANCNNAa3nM COEANHUTENBHOM TKaHW cepaua,
no AaHHbIM axokapanorpadum.

MaTepuan n mertoapl. Bbino o6cnenosarHo 200 ne-
Tel u NoapocTKoB B Bo3pacTe oT 12 oo 16 net ¢ CuH-
OPOMOM AMCnNasum COEAMHUTENbHOM TKaHM cepaua
(COACTC) - 99 manbumkoB u 101 geBouyka. 340poOBYHO
rpynny cocTtaBuan 57 nauMeHTOB TOro e BO3pacTa,
y KoTopbix npu 9xoKI mccnenoBaHUM He ANArHOCTU-
poBanucb Masble aHomanuu ceppua. ObcnenoBaHue
BKJIIOYA/I0 aHAaMHEeCTMYeckoe U OBLEeKTMHMYECKOe UC-
cnefoBaHue, B TOM YUCE U3MEPEHME apTepuanbHOro
JaBneHus, anekTpokapamorpaduio, KapamonHTepBano-
rpaduio, ynbTpasBykoOBOE uUccnenoBaHne cepgua. Ons
YNbTPA3BYKOBOM AMArHOCTUKM CepAla MCMofib30Bascs
annapart «Aloka» (AnoHna) n pupmel «Hewlett Packard» B
M-mode 1 B-cekTopanbHOM pexmnmax ¢ UCMosib30BaHN-
eM mMmnynbcHon gonnnep 3IxoKIl. AuarHoctuky COCTC

nocnemlee OecaTuneTne XxXapakrepusyeTcs MH-

OCYLLECTBSAIN HA OCHOBAHUM OOLLLENPUHATBLIX KPUTEPU-
eB [9,10, 11].

Y kaxaoro naumeHTa onpeaensnm KOMMiIekc axokap-
anorpaduyeckmx napamMeTpoB: KOHEYHbIA CUCTONNYEC-
ki (KCP) n koHeuHbIn anactonunyeckmin (KOAP) pasmepsbl
JIEBOMO XENYA04KA C BbIYUCIEHNEM CTEMEHN YKOPOYEHMS
ero nepenHe3aHero pasmepa, ToNWnHa MeXKeNya04Ko-
BoV neperopoaku (TMXKI1) n 3agHen CTEHKM NeBOro xe-
nypouka B guactony (T3CJIX), pasmep nesoro npeacep-
avsa B gnactony. Mo dopmynam BblYUCAAAINCE KOHEYHbIN
cuctonuyeckuii (KCO) n KOHeYHbI AnacTonmyecknii 0o6b-
embl (KOO) neBoro xenyaoyka c onpeaeneHmem epakumm
Bbibpoca (PB), MuHyTHbIN (MO), yaapHbii o6bemsbl (YO),
cuctonuyeckui nHaekc (CU).

Mo pesynsratam OxoKI naumeHTbl GbiNM pa3aeneHsbl
Ha 3 rpynnbl: | rpynna — et ¢ N30AMPOBAHHBLIMU  @HO-
MasibHbIMKU XopgamMmu 1eBoro xenynodka (AXJ1X), Il rpyn-
na - AeTU C U30NNPOBAHHbLIM MPOSIANCOM MUTPasIbHOro
knanaHa (MMK), lll rpynna — getn ¢ AXJTK B coyeTaHum ¢
NMMVIK.

Mony4yeHHble pe3ynsTatel 06paboTaHbl C BbIYMCIEHW-
€M cpefHuX 3HaveHur (M), cpegHero kBagpaTuyHOro oT-
KJIOHEHUS, CpeaHel ownbKM (M) Kak B rpynne CpaBHEHMS,
Tak 1 B Tpex rpynnax ¢ CACTC. JocToBepHOCTb pasnu-
YMin MeXay rpynnamMm oLeHMBanacb Ha OCHOBE pacyeTa
kputepmneB CTbioAEHTA NPV AOBEPUTENbHbBIX NHTEpBanax
0,01-0,05. Ctatuctudeckas 06paboTka faHHbIX MPoBOAN-
nacb ¢ nomoLLbto nporpamMmmbl Excel ans Microsoft Office.

PesynbtaTbl M 06CcyxaeHue. Hanbonee 3Ha4MMbIMU
BHELUHVMUN (DEHOTUMUYECKMMN MPU3HAKaMU XapakTep-
HbIMUW OJ19 CUHAPOMA ANCMIA3NN COeAMHUTESNTIbHON TKaHW
(CAOCT) y noapocTKOB SIBUMCHL rMNEPMOBUIBHOCTb CyC-
TaBoB — 72,0%, HecTabunbHOCTb LLWEeWHOro otaena nos-
BOHOYHWMKa (LLUOMM) — 65,6%, HapylieHne ocaHku — 64,1%,
6,1€AHOCTb KOXHbIX MOKPOBOB — 56,5%), BbICOKOE UK ro-
Tnyeckoe HEBo — 53,9%, acTeHn4yeckoe TenocnoXxeHue
—49,9%, npupocLume Moykun — 34,7%, nedpopmauns rpya-
HoM kneTkn — 28,4%, aHomanus pedpakumm — 24,5%.

Ha 9KI" pernctpupoBancb HapylieHus obpa3oBaHuns
umMmnynbca y 92,2%, HapylieHus npoeognmMocTtn y 17,9%
naunenToB ¢ COCTC (y 3nopoBbix 40,5% u 5,4% cooT-
BETCTBEHHO). HapylueHns npoLeccoB penonspusaumm
coctaBunm 17,5% y 6onbHbix ¢ CACTC u 5,4% B rpynne
300pPOBbIX.

HapyweHre ob6pa3oBaHus MMMybca NpencTaBieHo
B BUAE CUHYcOBOW aputMmum (23,1%), cuHycoBol 6paau-
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Ta6bnnuya
3xokapauorpadunyeckme nokasaresnu y geren m nogpocrtkos ¢ CACTC (M + m)

Mokasarenm 3?(;583;"6 | rpyé;(: (>E=63) I rpynrll'll\;”(<n=53) i Txﬁﬁﬁ’fﬂé@
TMXI, MM 0,7 +0,01 0,7 0,01 0,7 0,03 0,7 +0,01
T3CJDK, Mmm 0,7+0,01 0,7+0,02 0,7 +0,01 0,7+0,02
Jin, mm 2,9+0,1 2,7+0,1 2,8+0,1 2,9+0,1
KAOP, Mmm 4,3+0,1 4,2+0,1 4,4+0,1 4,4+0,1
KCP, MM 2,7+0,1 2,6+0,1 2,7+0,1 2,8+0,01
KOO, mn 83,7+1,5 80,2+2,2 89,2 +2,0** 88,6 £2,1***
KCO, mn 28,5+1,9 26,8+ 1,4 28,4+1,9 28,1+1,2
YO, mn 55,2+ 1,0 56,3 + 1,0* 59,7 £1,7** 59,7 £ 1,1***
MO, m5i/MUH 4525,1 £127,8 4648,4 £ 173,6* 4913,4 £ 173,6** 4856,0 = 170,0***
CW, Mn/MUH/M?2 2874,5+73,2 3477,4 £120,3* 3511,6 £ 104,8** 3313,9 £ 96,2***
DB, % 64,4+ 1,1 69,8+ 1,1* 69,0 £ 1,2** 68,0 £0,9***
DY, % 35,1+0,7 37,9+0,9* 38,8 £1,0** 38,4 +0,7***

lpnmeyarHmne. * (p<0,05)- AOCTOBEPHOCTb Mexay rpynnos ¢ AXJIXK (I) v 3q0poBbiMu; ** - 0CTOBEPHOCTb MEXAY rPyInou

c MK (II) u 3q0poBbiMn; *** - OCTOBEPHOCTb MeXAY rpynnoi ¢ coyetaHnem AXJIDK+TMK (III) v 340p0BbiMU.

kapamn (19,3%). SkcTpacuctonua Bctpedanaceb y 12,3%
[eTen, Npu4em cynpaBeHTpuKynsipHas e€é ¢gopma Cco-
ctaBuna 18,0%. OcTtanbHble BUObl apUTMniA pacnpenenm-
n1chb creayowmmM 06pasom (rno ybbiBatoLLel): cMHycoBast
Opaamaputmus - 9,1%, Murpaumst BOoUTENs CEPOEYHOro
putma - 7,4%, cuHycoBas Taxukapaus - 3,7%, yepenosa-
Hue AByx puTMOB - 3%. HenonHasa 6,10kaaa NnpaBoit HOXKM
nyyka 'vmca peructpmuposanacb B 12,0%, cuHOPOM paH-
HEN penonapmnaaLnm Xenyanoykos — B 5,5% cnydaes.

CunHYCOBYIO apuUTMMIO B rpynne 340pPOBbIX AeTen u
noapocTkoB obHapyxmnn B 13,5% cnydaes. Ha cuHyco-
Byl Opagukapamio U Taxmkapguio npuwnocb no 8,1%.
Hecneuunduryeckne HapyLeHnd MNpoLEeCcCOoB pPernosspu-
3aumnmn obHapyxeHbl Npn CACTC B 19,4% cny4yaes, T.e.y
kaxaoro 10-ro pebeHka.

MpaHuubl cepaua y 89,0% peteinn ¢ COCTC 6binn B
HopMe, Y 11,0% oTMeYeHO He3HaYNTENBHOE PacLUMpPEHME
neBoro xenygouka. Y 86,7% ob6cnenoBaHHbIX BbICYLLN-
BaJIOCb yCUneHve | ToHa Ha BEPXYLLKE B CO4ETAHUM C CUC-
TONMYECKUM LLUYMOM, yCUAMBAIOLWMMCS nocne Gusnyec-
KOV Harpy3ku 1 B MOJIOXKEHUN CTOSA.

B cocTosHuM nokost axokapauorpaduyeckne nokasa-
Tenny neten nnogpoctkos ¢ CACTC B 60NbLUMHCTBE Chly-
4YaeB He OT/IYaNUCh OT NokasdaTenein 300PoBLIX (Tabn.).

JocTtoBepHasa pasHuua yCTaHOBMEHA B MOKasaTensx,
B OMPELENEHHON CTEMNEHN XapaKTepU3YIOLLMX TOHYC M-
okapaa. OTMe4deHo yBenuyeHue yoapHoro obwema (YO),
MWHYTHOro o6beMa U CyLLECTBEHHbIE Pa3nnyMs B napa-
MeTpax dpakumm Beibpoca B |, Il n lll rpynnax 60nbHbIX,
B nokasatenax dpakumm ykopodeHus y aetenn ¢ AXJTK,
MMK n ¢ codetanmnem AXJIX n MMK. YoapHbin 06bem Ha-
xoamncst B 00paTHOM 3aBUCKMMOCTU OT YMCa CEPAEYHbIX
cokpauleHuii (HCC). Takas B3aMMOCBSA3b NOKa3bIBAET, HTO
yMmeHbleHne YO KOMMNEHCUPYETCS NOYTU UCKIIOYUTESb-
Ho YCC, a npu passutuun Taxukapaun YO ymeHbluaeTcs
BCNeACTBME HELOCTATOYHOrO 3aNoSIHEHVS KaMep cepaua,
NpVBOASA B CBOK OYEPEb K yXyALLeHUo paboTbl Mrnokap-
ha.

Otmevanack TeHaeHums K yBenundeHuto KOO neBoro
xenypnoyka, C/ npesbillan COOTBETCTBYIOLLME MOKa3a-
Tenu B rpynne 340poBbix Aetent (p<0,05). NameHeHne
yKa3aHHbIX MapaMeTpoB CBUAETENLCTBYET O HaAMYUK
dopmupyowenca runepdyHkummn mmokapaa. Mopdosno-
rMYeckrM NPOosIBIIEHMEM Takol dopmMupyloLLencs runep-
OYHKUMN CIYXUT TEeHAEHUMS K yBenndeHuto TMXXIT v pas-
Mepa NeBoro npeacepaus.
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Heobxoammo oTMeTuTb, 4To B rpynnax NMMVIK n coveta-
Hng AXJTK v NMMK nmenunce 1e nnn nHble daktopsbl, BAU-
AlI0LMEe HA YPOBEHb FEMOAMHAMUYECKUX MOKasaTenen,
Takue Kak remogmHamuyecku 3Hadmmblrt NMMK, HepocTa-
To4yHocTb MK, kotopasi npu NMMK coctasuna 7,5%, npu
coyeTaHum AXJTK n NMMK - 26,2%. MuTtpansHas perypru-
Tauus |l cteneHn Bctpedanack npu NMMK B 26,4% cny4yaes,
npu codeTaHnm AXIDK u NMMK - B 26,2%.

Opyrue nposeneHna CACTC, a uMeHHO: nponarc Tpu-
KyCMuAanbHOro, aopTasbHOro KianaHoB, KanaHa neroy-
HOI apTepun, ABYCTBOPYATHIN KnanaH aopTbl, aHOMaNbHO
PacnonNoXeHHbIE XOPAbl MPABOro Xeyanoyka, aHeBpmamMa
MEXNPeacepaHOnN NN MEXOKENYA04KOBOV Neperopoaku,
He0CTaTO4HOCTb KNanaHoB 1 Apyrue BCTpeYanncb pexe.
OTtmevanocsk codeTtaHne CACTC ¢ ancdyHkumen knanaHa
neroyHowm aptepun y 49,2% nauveHToB, NpuUYemM B rpynne
netein ¢ NMMK -y 2/3 petein. JuchyHKUMS TPUKyCnuaasnb-
HOro knanaHa otmevanacb B 40,9% cny4daes. Mpu MMK
amncoyHkuma TK 3apernctpmpoBaHa y Kaxgoro BToporo
peberka. B 34,1% cnyyaeB BCTpeyanacb perypruraums
Ha TpuKycnuaansHom knanaHe | ctenedn, B 10,4% — I
CTeneHu.

Takum o6pasom, y getein n nogpoctkoB ¢ CACTC BbI-
SBMIEHbl KaK cneumduyeckme (Hannynme M3MeHeHWr no
naHHbIM IxoKl), Tak 1 Hecneundunyeckme axokapamor-
paduyeckne npusHaku (ysenudeHue KOO neBoro xeny-
nouka, MO, ©B), no3BonsioLLmMe roBOPUTL O HAMYUX NPU
aucnnasum COEOVHUTENbHOM TKaHW HaydaibHOW runep-
dyHKLMN Mrokapaa. ATo cocTosiHMe obecneynBaeTcs He
TOJIbKO YCUJIEHMEM WHOTPOMHBLIX BAUSHWUIA, HO N yBENU-
YEHMEM MOLLHOCTU MeMBpPaHHbIX CUCTEM MUTOXOHOPWIA,
obecneynBaloLmMx CTabubHOE MOBBILLEHNE WHTEHCKB-
HOCTU OYHKLIMOHUPOBAHNSA CTPYKTYP.

Mpw onpeneneHnn nokasartesnen reMoanuHaMuKn ue-
necoobpas3Ho Mx COMOCTaBNEHWE C BO3PACTHbIMU HOP-
MaTMBaMu, YTO OaeT BO3MOXHOCTb OLEHUTb COCTOsIHME
CUCTEMbI KPOBOOOPALLEHNS.

BakntovyeHune. Takum 06pa3oM, COCTOSIHNE CUCTEM-
HOro KPOBOTOKA Y AeTeN C ManbiMy CEPAEYHbIMM aHOMa-
NNGMU CBUAETENbCTBYET O CHMXEHUM aO4anTauVOHHbIX
BO3MOXHOCTEN CepAeyHO-COCYANCTON CUCTEMbI 3a CYeT
CABUIrOB B AVIHAMUKE W QHEPreTUKM CEPAEYHOr0 CoKpaLLle-
HU, HAPYLLUEHNI BereTtaTtuBHOM perynaumn. YeseandeHume
yOapHOro, MUHYTHOrO O6bLEMOB cepAua U CEPLAEYHOro
VHOEKCA MOXHO CHMTATh PAHHUMU MPU3HaKaMm Hanpsixe-
HUS OYHKLMOHASIbHBIX BO3MOXHOCTEN cepaua 1 CoOCyaoB.
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Y nonaBnsaoLWero Yynucna nauneHToB B 06ecrneyeHmnm Kpo-
BOOOpPALLEHMS TNaBHYIO POJib UrPaeT COCYAMUCTLIN, a He
cepaeyHbIn KOMNoHEHT. MiccnegoBaHue cocTtosiHug BHC
nyTeEM OLLEHKN BapnabenbHOCTV CEepAeyHOro putMma Bbl-
ABMUNo Npeobnagatollee BANsHNE CUMNATUYECKOro oTae-
na Ha npouecchl remoguHammkn. C 4oCcTaTto4yHO BbICOKOM
yactoTtoi y petein ¢ CACT anarHoCTUpyoTCs HapyLleHns
CepaeyHOro puTMa, 4To Takxke NPUBOANT K CHUXKEHNIO 3d-
dekTMBHOCTN paboThl cepaLa. YcyrybnseT cutyaumio Ha-
Nn4me BbICOKOIO MPOLIEHTA OCNIOXHEHWIA B BUAE HEA0CTa-
TOYHOCTW KJlanaHHOro annapaTta cepaua U CTPYKTYPHbIX
M3MEHEHMN MMokapaa.
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COCTOSAHUE LLEHTPAABHOW TEMOAUHAMUKH
Y AETEU U NTOAPOCTKOB C CUHAPOMOM
ANCNAA3NUN COEAUHUTEABHOU TKAHU CEPALLA

A.C. KAAMBIKOBA, H.M. MNALLEBA

O6cnenosaHo 200 getei 1 noapocTkos (99 manbymkoB 1 101
nesoyka) B Bo3pacTte oT 12 oo 16 net ¢c cuHapomom. pynny cpae-
HeHus cocTtaBunm 37 NALMEHTOB TOrO Xe BO3pacTa, Yy KOTOPbIX
npu OxoKIm He AnarHoCTMPOBaIMCh Masible aHOManum cepaua.

Hanbonee 3Ha4NMbIMU BHELUHUMU DEHOTUMMYECKUMN NPU-
3Hakamu CACT siBunncb rmunepmMobusibHoCcTb cycTtaBoB — 72,0%,
HecTabunbHocTb LLOM - 65,6%, HapyweHue ocaHkn — 64,1%,
651e4HOCTb KOXHbIX MOKPOBOB — 56,5%), BbICOKOE 1SN roTU4eckoe
Hebo — 53,9%, acTeHunyeckoe Tenocnoxexue — 49,9%, npmpoc-
e Moyku — 34,7%, nedopmauuns rpyaHon knetkn- 28,4%, aHo-
Manus pedppakumm — 24,5%.

Mpn oueHke axokappuorpaduyeckmx nokasartener OOoCTo-
BEPHbIE PA3NNyYnsA YCTAHOBMEHbI B [AAHHbIX, XapaKTepU3yioLmx
TOHyC Muokapaa. OTMeyYeHo yBenmyeHne yaapHoro v MMHYTHOro
06beMOB B NapamMmeTpax ¢ppakumm Bbibpoca 1 ppakumm ykopoye-
Hus BO Bcex rpynnax ¢ CACTC.

YCTaHOBNEHO, YTO COCTOSIHME CUCTEMHOIO KPOBOTOKA Y Ae-
Telh ¢ ManbiMU CepaeyHbIMU aHOMasIUSIMN CBUAETENLCTBYET O
CHWXEHUM afanTauMOHHbIX BO3MOXHOCTEN CepaevyHO-Ccocyaunc-
TOl CUCTEMbI 32 CYET CABUIOB B AUHAMUKE U 3HEPreTuke cep-
0EYHOr0 COKpalLeHUs, HapyLleHWA BereTtaTuBHOM perynsaumn.
YBenuyeHune yaapHoro, MMHYTHOro o6bemMoB cepaua U CUCToN-
4eCKOro MHAEKCa MOXHO CYMTaTb PAHHUMW NPU3HAKaMu Hanpsi-
XeHUs GYHKLIMOHaNbHbIX BO3MOXHOCTEN cepAua 1 COCyA0B.

KnioueBble cnoBa: CMHOPOM AMCMIA3UN COEANHUTENLHOM
TKaHW cepaua, LeHTpanbHas reMoanHaMuKa, axokapanorpadu-
yeckue nokasarenu

CONDITION OF CENTRAL HAEMODINAMICS IN
CHILDREN AND TEENAGERS WITH HEART
CONNECTIVE TISSUE DYSPLASIA SYNDROME (HCTDS)

KALMYKOVA A.S., PATSEVA N.P.

200 children and teenagers (99 boys and 101 girls) in the age
of 12 -16 with syndrome are surveyed. The group of comparison
was made of 37 patients of the same age for whom at echocardi-
ography heart micro anomalies were not diagnosed.

The most significant external phenotypical signs of HCTDS
were hypermobility of joints - 72,0 %, instability of servical part
of the spine - 65,6%, bearing disorder - 64,1 %, pallor of the skin
- 56,5 %, the high or Gothic palate - 53,9 %, an asthenic constitu-
tion - 49,9 %, adhered ear lobes - 34,7 %, deformation of a thorax
- 28,4 %, anomaly of refraction - 24,5 %.

At an estimation of echocardiographic parameters, authentic
distinctions are established in the data describing a tone of a myo-
cardium. The increase in beat and minute volumes in parameters
of fraction of emission and fraction of shortness in all groups with
HCTDS is marked.

It is established, that the condition of a system blood-flow in
children with heart micro anomalies testifies to decrease in adapt-
able opportunities of cardiovascular system due to shifts in dy-
namics and power of heart reduction, and infringements of veg-
etative regulation. The increase in beat, minute volumes of heart
and systolic index can be considered early signs of a tension of
functionalities of heart and vessels.

Key words: heart connective tissue dysplasia syndrome
(HCTDS), central haemodynamics, echocardiographic param-
eters
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