BMCHCP&)IBHBIC NpoABICHUA NUCIIIa3UN

COECMHUTETbHON TKAaHN Y ieTeN

C KOM6I/IHI/IPOB3HHI)IMI/I HapyHI€eHUAMMN

puT™Ma cepaua

BBEJEHIE

CoennnurenbHas Ttkaub (CT) cocraBnsger
6onee 50% Macchl Tela 4Ye/lOBEKa M YYacTBYeT
B (OpMMUPOBAHMN CTPOMBI OPTaHOB, IPOCIIOEK
MEXJly TKaHAMY, JepMbl KoxXu, ckenera. CT
BBITIOJTHSAET pas3/inyHble QYHKIMU: TPOPUIECKYIO,
3alIMTHYI0,  ONOpPHYI  (61MOMeXaHUYeCcKylo),
IIaCTUYECKYIO, MOpP(OreHe TMYECKYIO (6,
8]. TnaBHBIMM €€ KOMIIOHEHTAMU SBJIAIOTCSA
IIPOM3BOJHBIE KJIETOK — BOJIOKHVUCTBIE CTPYKTYPBI
KOJI/IAT€HOBOTO ¥ 3/IaCTMYECKOT0 TUIIOB, OCHOBHOE
(amop¢HOe) BelecTBO ¥ KJIETOYHBIE 9/IeMEHTBHI.

Hapymenne metabonusma u crpykrypst CT -
CHIDKEHME COCTaBa OTME/NIbHBIX BUJIOB KOJUIATE€HA,
MIX COOTHOUIIEHMS, BEJET K CHIDKEHNIO IIPOYHOCTY
CT opraHoB u mmeeT B OONBIIMHCTBE CIyYaeB
CUCTEMHBINl XapaKTep, M PacCMaTpMBAETCA Kak

OCT [12].

Hucnnasua CT (JCT) obmaaeTcyiecTBeHHOI
3HAUMMOCTBIO B Pa3BUTUM NATOJIOTUM JieTeil U
B3POCTIBIX, ¥ CHOCOOHO NMPUBECTU K HapYIIECHNIO
JKU3HEHHO Ba)XXHBIX (QYHKUMIT M OOyC/IOBIMBATD
3aBEJJOMO CEpPbE3HBIN IIPOrHO3 [IA >KU3HU U
TpygocnocobHocTy manyenTtos [10, 14, 15]. B
knaccudukanyy  Hplo-OpKcKoil — acconmarnum
kapayonoros cuHpoM [JCT BbifieneH B KauecTBe
CaMOCTOSITe/IBHOTO cuMHAipoMa [11].

BrlneykasaHHbIE MISMEHEHNA 3aK/Ia/IbIBAIOTCSA
B 9MOPMOHAJIPHOM U MOCTHATJbHOM IepUOfax
BC/IEICTBIE TeHEeTUYECKN VM3MEHEHHOTO
¢dbubpmIoreHe3a HeKIETOYHOTO MaTpukca [5, 11].

CoracHO COBPEMEHHBIM  IPENCTABIEHUAM
pasmmyaor auddepennuposannyo (JOCT) n
Hemuddepennyposannyo (HICT) nucnmasuio
CT. K OACT orHocarcs cunppoMbl Mapddana,
Amnepca-lannoca, Anpnoprta, 6y/wiesHas ¢popma
anujepMonusa u apyrue [3, 4, 6, 11, 18]. B Toxe
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Bpemsa, HJICT xapaxrepusyercsa mnommmopdus-
MOM CTUTM AM33MOpMOreHesa, BUCLEPaIbHBIMMU
IpOABNICHNAMM, IPEACTaBIeHHbIX C Pa3IMYHON
9acTOTOM B peHOTHIIe. DTV COCTOSHNA ABIAIOTCA
doHOM  mIA  pasBUTMA  BOCHAINUTEbHBIX,
ayTOMMMYHHBIX 3a00/IeBaHMIl, JlereHepaTUBHBIX
M3MeHeHu opraHos [11, 12].

Emé A. boromorer; 80 et Hasap cumuTal, 4To
0COOEHHOCTY OpraHM3Ma 3aBUCAT OT COCTOSHMS
ero CT [2]. Ecmu JJICT MoryT OBITh OTHECEHBI K
3abonesanuaM, To HIJCT -k cocTOSTHIAM, KOTOpbIe
SIBJISIIOTCS IPEeMOPOVHBIM (POHOM U OTIpefiesIoT
NIpeApacIONOXeHHOCTh K BO3HUKHOBEHUIO
aCCOLMMPOBAHBIX C HUM 3a00JIeBaHMIA.

JIMEHHO II03TOMY CYIIeCTBYeT HeO0OXOmMu-
MOCTb B CBOEBPEMEHHOM JVMATHOCTUKE, ¥ Ha 3TOI
OCHOBe, pa3paboTke CIOCOOOB KOMIIEHCAL[UN
nposienennit  JJCT, mna  npodumakTukm
BO3MO>KHBIX OCTIOXKHEHMII ¥ IIOBBILIEHN A Ka4eCcTBa
>KM3HU JeTell.

VHTepec K KOMOMHMPOBAHHBIM HapYIIECHNUIM
putma ceppua (KHPC), a x HUM oOTHOCATCA
CUHAPOM  YKOPOYEHHOro  MHTepBama  P-Q
(CYN P-Q), cunppom Bonbda-IlapkuHcoHa-
Yaiira (BIIY), cuHppoMm cmabocTyt CHMHYCOBOTO
ysma (CCCY), cBfiz3aH C UX BO3MOXHOCTBIO
COIPOBOXAATHCS MPUCTYIAMI AaPOKCU3MaTbHOM
TaxukKapauu, GuoOpuaALuelr ¥ TperneTaHUEM
ImpefcepAnii, MOTYIIMMU B CBOKO OdYepenb
NPUBECTM K BHE3AIHOV CEepAEeYHON CMEpPTH,
YacTOTa KOTOPOM COCTABJIsIET MOYTU 5% OT BCex
cMepTeit cpenu geteii 3arof [17]. AHaToMMYecKum
cybctpatrom CYW P-Q u cunppoma BITY saBnsercs
Ha/lIM4me MHOXXECTBEHHBIX  JOIIOTHUTETbHBIX
IpefcepAHO-KEeTYJOIKOBBIX COEAVHEHNI — OJHO
u3 npossnenuit JCT.

BbimendaoT [ocTaTOYHO GOJIbIIOE KOMMYECTBO
BlcLiepanbHBIX Mapkepos JICT.
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Marnble CTPYKTypHBble aHOMauuyu CepALa
(MCAC) - 3TO COCTOSIHUS, KOTOPBIM, IIO
HaHHBIM MHOTMX aBTOPOB, IPUIUCHIBAETCS

HeMaJIOB&)KHasl PO/Ib B BOSHMKHOBEHNUM apUTMUI
U HELOCTATOYHOCTY KpoBooOpaiuenus [3, 13, 14].
B yacTHOCTV aHOMa/IbHBIE XOPABI MOTYT BECTU K
HapyLIeHNSAM PUTMa CepAlia 3a CYET HAINYUA B UX
CTPYKTYpe 97IeMEHTOB IIPOBOJALIEN cucTeMbI [12]

IHE/Ib PABOTBI.
V3yuntp  sxorpadmyecku  BUCIepaIbHbIE
nposenenna JCT Ha npumepe cephedHo-

COCYZICTOI U TeNnaToOMINapHOI CUCTeM Y JieTei
¢ KHPC.

MATEPUAIJIBI I METOJBbI.

O6c¢enoBano 74 pe6énka 7 — 16 net, 49 (66,2%)
ManbankoB 1 25 (33,8%) nesouek, c KHPC. Ipymnmy
¢ CCCY cocrasun 21 (28,4%) pe6énok, c CYNP-Q
- 32 (43,2%) pe6éHka, ¢ cuHppomom BITY - 21
(28,4%) pe6énok. ViccmenoBanms IpOBOVIINCH Ha
ynbTpa3BykoBbix anmaparax «Hitachi EUB-315»
n «Hitachi LS-2400» (dmounmns). CraTucTudeckue
pacyéThl IPOBOAVWINCH COIJIACHO POTpaMM
tuma «Microsoft Office Excel» B aBTOMaTnueckom
pexxuMe Ha KomnbloTepe Tina IBM PC/AT.

PE3YJIBTATBI 1 OBCYKIJEHWE

[TpoBemeHHOEe  MCCIeOBaHNUE  MTO3BOJIVIIO
BbLIBUTb MCAC (puc. 1, 2) 1 u3ru6sl >KemIHOro
ny3bipsa (OKII).

Puc.1 Anomanvuas xopoa nesoeo sncenyoouxa
(vemvipéxkamepHas no3uyus).

K 4mcmry  TMINMYHBIX — BUCIEPA/IbHBIX
npossnennit JJCT rematobwummapHOi cucTeMbl
OTHOCAT UTMOBI U IEPETOPOIKY SKTIHOTO ITy3BIPs
[1,4,7,10].

Y 22 (29,7%) perein ¢ KHPC BbiABIEeHBI
BucuepanpHble nposisnenusi JCT B Buze nsrn6os
JKIT u MCAC (1a6n. 1 u 2).

Y nereit c CCCY aTu nposAB/IeHN A BCTPEYaINCh
y 4 mereit (18,1%), ¢ CYU P-Q - 12 (54,5%), c
cunpgpomoM BITY - 6 (27,3%).

Haubonee 4acro, y 8 (36,4%) manmeHTOB C

KHPC, soiasnsnca usru6 nua JKII B coyetannm ¢
MCAC.

A VIMEeHHO: HajI4yeM aHOMajTbHOV Xoppbl (AX)
B IOJIOCTY JIEBOTO JKETY/I0UKa, M30/IMPOBaHHBIM
mponarncoM  MutpanpbHoro kmamaHa (IIMK),
KOMOMHALMENl - aHOMajbHAs XOpAa, IPOJIAIC
mutpanbHoro knanana (AX+IIMK).

Y nperen ¢ CCCY pganHHOoe coYeTaHUe
BBIABJIEHO B 75% ciyyaB M 1O JlaHHBIM OXOKT
nouuposanuck Tonbko AX. Y pmereit ¢ CYU P-Q
- B 56,3% uccnegoBanmii. XapaKTepHO, YTO y HUX
onpenernsuch wmn AX (42,9%), min AX+IIMK
(57,1%). 'y 50% mereit ¢ curgpomom BITY mn6o
AX (66,6%), mn60 nzonuposannslit [IMK (33,3%)
(Tabm. 3).

Y opuoro pe6énka ¢ CCCY BbIsIBIEHO
coueranue nsrnba meriky JKII ¢ AX+IIMK.

Hna meteit kak ¢ CYVP-Q, Tak u cuHApOMOM
BIIY 6onee xapakTepHO pa3HooOpasue BapMaHTOB
n3rn6os JKII.

910 U S-06pasHas ¢opma (M3rMb IIeNKN U
IHa Tenma) — 16,7%, ¢ mpeobnagaHueM COYeTaHMs
nanHoro Bapuanta ¢ [IMK (66,7%) B cpaBHeHNn ¢
couetanmeM ¢ AX (33,3%).

I nopxoBoob6bpasHas ¢dopma KII (m3ru6d
ero Tema) - 16,7%. Ilpn paHHOM BapumaHTe y
BCEX fleTell JoUMPOBAMUCh TONbKO AX, MpU4éM
npenmyiiecTBeHHO y jetent ¢ CYU P-Q (75%).
A y opHoro (5,6%) pe6énka ¢ cuappomom BITY
BusyanmmsupoBanca usrm6 tema u  pgHa JKII
—«ppurnitickuit Kkonmak» B coyetaHuu ¢ AX 1o
maHHbIM IOxX0KI.
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JIy4eBas [MarHOCTUKA, Ty4YeBasd Tepanusd, #2/2012

Tabmuna 1
YacToTa ManbIX CTPYKTYPHBIX aHOMAJIMII CEPAIIA y ieTel
C KOMOMHUPOBAHHBIMU HAPYUIEHUSIMH PUTMA CEPALA
ccey CYN P-Q BITY
MCAC abc % abc % abc %
AX 3 75 7 58,3 4 66,7
IIMK - - 1 8,4 2 33,3
AX+IIMK 1 25 4 33,3 - -
Bcero 4 100 12 100 6 100
Tabnuna 2
YacToTa n3ru6oB >KeTIHOTO MY3BIPS Y JeTell
¢ KOMOMHUPOBAHHBIMY HAPYIUIEHUAMU PUTMA CEPALA
CcCccy CYN P-Q BITY
JKII abc % abc % abc %
M3ru6 nHa 3 75 7 58,3 3 50
M3ru6 merku u gHa
(S-O6pa3HbII7[;I i i 2 16,7 1 16,7
N3rub Tema
(mopxoBOOOpa3HbIiT) i i 3 25 1 16,7
M3ru6b meikn 1 25 - - - -
W3rub tena u gH
(cbpljrmgc;v}[l; KoI}[ma;K) ) ) ] ] ! 16,7
Bcero 4 100 12 100 6 100
Tabmua 3
YacToTa BCTpe4aeMOCT COYETaHNS U3TMOOB YKeTIHOTO My3bIPs
C MaJIBIMM CTPYKTYPHBIMY AaHOMATUSIMU CEPALA Y feTeil
¢ KOMOMHVPOBAHHBIMY HAPYIIEHUAMM PUTMA CepALIa
CCQy CYN P-Q BITY
VIXKIT + MCAC abc % abc % abc %
M3rn6 gua + AX 3 75 3 25 2 33,3
N3ru6 gua + IIMK - - - - 1 16,7
Msru6 paa + (AX+IIMK) - - 4 33,3 - -
S-o6pasubiit + AX - - 1 83 - -
S-o6pasnbrit + [IMK - - 1 8,3 1 16,7
S-o6pasubii + (AX+IIMK) - - - - - -
ITopkoBoO6OpasubIil +AX - - 3 25 1 16,7
ITopxoBoo6pasusrit + [IMK - - - - - -
ITopxoBOOOpasHbIit + ) ] ] i ] i
(AX+ITIMK)
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BbIBOJbI

CoueraHusi M3rMOOB >KETYHOTO MY3bIPS C
MaJIbIMI CTPYKTYPHBIMM aHOMAIUsMU Ceppla
(BuCIIepabHBIE IPOSABJIEH NS IVICIUTa3UM
COENVHUTENbHON TKaHU), IPEUMYILIECTBEHHO
BBISIB/ISIIOTCS Y JieTell C CUHAPOMOM YKOPOYEHHOTO
unTepBana P-Q u ¢ curgpomom BITY (75%).

Hambomee dYacTbIM BapMaHTOM CTPOEHUA
YKETYHOTO IY3bIPA Y leTell ¢ KOMOVHMPOBAaHHBIMM
HapYIIEHUAMY PUTMa Cepilia ABIAeTCS U3rub gHa
XemqHoro myselps (54,2%) mpm atoM B 61,5%
CIy4aeB IIpM JaHHON (opMe Iy3bIpA y JHeTeil
BBIABJIAETCA aHOMaJIbHAAA XOP/ia B IIOJIOCTH JIEBOTO
JKeNTyJoYKa cepALa.

Cpeny MasIbIX CTPYKTYPHBIX aHOMAINII CepyLia
y [eTell ¢ KOMOMHUPOBAHHBIMU HapyLIEHUSIMU
pUTMa ceppla M M3rMbOaMy HKETIHOTO Iy3bIps
Ipeo6/1ajaloT aHOMaJIbHbIe XOPAbI B IIONOCTU
neBoro >kemypmouka (58,3%), KoTopble MOTYT
SBJISITHCSL CYOCTPATOM IS 3aITyCKa apUTMMIL.
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BicuepanbHi mposasu gucniasii cnomy4Ho1
TKaAaHWHU Y JiTeil 3 KOMOiHOBaHNMM
NMOPYUIEHHAMM PUTMY CepIs
[.B. AappymieHko

JJaHa cTaTTsa [IEMOHCTPYE MOXK/IMBOCTI
Ta e(eKTUBHICTD METOfly Y/IbTPa3ByKOBOIO
OOCIIPKEHHA B  [IarHOCTULI  BicClLepaJbHUX
NIpOABIB [MCIIA3i1l CIIONTYYHOI TKAaHVMHM Y JiTeN 3
KOMOiIHOBaHVMM IIOPYLIEHHAMM PUTMY CEPALIA.

Visceral symptoms of connective tissue
dysplasia in children with combined cardiac
rhythm disturbance
I. Andrushchenko

The possibilities and efficiency of US
investigation in the diagnostics of connective tissue
dysplasia visceral markers in children with cardiac
rhythm disturbance are demonstrated in the article.
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