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Pestome

BeepeHue. OBLHOCTL NATOreHETUHECKMX MEXaHU3MOB Pa3sBUTUS BPOXOEHHbIX NMOPOKOB cepaua u
OUCNNasMn COEAMHUTENBHON TKaHW ONpeaensieT MOBbIEHWEe pucka WX coveTaHui. [lpu 3TOM
BO3MOXHO CyLLECTBEHHOe YXyALleHWe NporHo3a TeveHus u ycrnoBun ans koppekumn BIIC. [o
HaCTOSALLEero BPEMEHU Maroun3yyeHHbIMI OCTAKTCSA peasibHas YacToTa W CTPYKTYpa COYeTaHuid aTuxX
NaToNorMyecknx COCTOSHUIA B NOMYNSALMUN.

Llenb uccnepoBaHua — onpegenutb pacnpocTtpaHeHHocTb npusHakos [CT y pgeten c¢ BIC,
NpOXu1BatoLLMX B ycriosusx r.Ceme.

Marepuansi n metogbl. ObcnegosaHbl 168 geten B Bo3pacte oT 1 4o 14 net, B Tom yncne 84 — ¢
BIMC v 80 npakTnyeckn 300pOBbLIX AETEN KOHTPOMBHOM rpynnbl.

MpoBegeHo onpeaeneHne dusnkansHbix npusHakoB CT Ha nepBOM 3Tane AMarHOCTUKM M OLieHKa
BUCLEparibHbIX MPU3HAKOB CUCTEMHOTO BOBMEYEHUS Ha BTOPOM dTane. CpaBHUTENbHbIA aHanm3
ocywlecTBnsanca Takke € yyeTom BapuaHta BMC. [na cratuctuyeckoro aHanusa Tabnuy
COMPSYKEHHOCTYW MCMOSb30BANN TOYHbIA KpuTepuin duilepa n KpUtepuin Xu-ksagpar.

PesynbTatbl uccnepoBanus: Y aeteit ¢ BIC Habnioganoch 3HauMMoe npeBbileHne YacTOTHbIX
nokasateneir [CT Hap KOHTPONMbHOW rpynnon no OOMbLUMHCTBY WCCNEOOBAHHbLIX MPU3HAKOB.
WHCTpymeHTarnbHble 1CCrenoBaHus cepaua nokasanu BecbMa BbICOKYH YactoTy npusHakoB [CT y
neten ¢ BI1C. BoisiBneHo, 4to HeanddepeHumpoBanHas OCT ABnseTcs npakTUyeckn Hem3bexHbIM
conyTcTaytoLMM cuHapomoM Y aeteit ¢ BINC, Habntopasck B 88,1% cnyyaes.

KnioyeBble cnoBa: BpOXAEHHble MOPOKM CepAua; [AUCnnasust  COEOMHUTENbHOM  TKaHW;
(HEHOTUNMYECKME W BUCLepPanbHbIE NPU3HAKN.
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Introduction. There is evidence on common mechanisms of congenital heart diseases (CHD) and
connective tissue dysplasia (CTD), which increases odds for their comorbidities. The latter may be
associated with poorer prognosis for CHD. However, the associations between CHD and CTD in
Kazakhstan have been poorly studied so far.

Aim - to assess the frequency of CTD signs in children with CHD living in Semey, Kazakhstan.

Materials and methods. We examined 168 children aged 1 to14 years, including 84 — with CHD
and 80 children with no signs of CHD.

Associations between CHD and CTD have been studied by Fisher's exact tests and Pearson’s chi-
squared tests where appropriate.

Results: Children with CHD and with CTD had comparable frequency of phenotypical signs of the
last. Significant excess of the frequenciest indexes over control group on the majority of signs was
observed. Instrumental researches of heart showed very high frequency of signs of CTD at children
about CHD. It is revealed that undifferentiated CTD is almost inevitable accompanying syndrome at
children with CHD, being observed in 88,1% of cases.

Keywords: Congenital heart diseases; Connective tissue dysplasia; Phenotypic and visceral signs.
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'OHKonorus xoHe BU3yanabl AMarHocTUKa kadeapach!;

’MeauuUMHa MaMaHAbIFbl 60ibIHWA PhD AOKTOpPaHT;

3AMnnomHaH KeniHri xaHe KocbiMwua 6inim 6epy kadeapachi.

Kipicne. Tya 6itkeH xypek akayblHbiH (T)KA) xoHe AoHekep TiHHIH Aucnnasuscel (OTH)
AaMyblHbIH NaTOreHi TETIKTEPIHiH XUbIHTbIFLI ONapAblH, YNeCy KayiniHiH XofapnayblH aHbIKTangb!.
Ocbl xafpanga TXKA peTTey ywWiH afbiM Gomkambl MeH LapTTapbiHbiH KOMaKTbl Hallapnaybl
MyMKiH. OcCbl yakbITKa AefiH nonynaumsagasbl 0Cbl NaTONOMANbIK XaFhaiablH YUNeciM KypbinbIMbl
MEH HafbI3 XMiNiniri TOMNbIK 3epTTENMEN Kenesi.

3epTTeyaiH makcatbl. Cemei Kanachl xaffanbiHaa Tya OiTKeH Xypek KeMICTiri MeH LoHekep
TiHHIH Aucnnasuscel YUNeciMiHiH XuininiriH aHblKTay.

3epTTey matepuanpapbl MeH agictepi. 1-geH 14- xacka gewiHri 168 6ana 3eptTengi, OHbIH
iwiHae 84 — TXKA xoaHe 80 bakbinay TobblHAaFbl AeHi cay 6ananap.

[unarHoctukaHblH, GipiHWi catbicbiHga AT uaukanblk KacueTTepiH aHblKTay XoHe eKiHLi
caTbiCblHAA  XYMenik  XyMbingblpydblH — BuUcUepangsl  kacueTTepiH  GaFanmay  xypriingi.
CanbicTblpmans! 3eptrey TXA Hyckaybl ecebimeH xyprisingi. TyniHaec KecTeHiH, canbiCTbipmanbl
3€pTTeYiH XYpridy yLiH GipXaKTbl HaKTbl PuLLep KpUTEPUItiH XHE X2 KpUTEPWitiH NanganaHabIk.

KopbitbiHabl: TXXA meHn [AT[ 6ap 6ananapga eHOTUNTIK KacMeTTepAiH COHFbl KuWininiri
canbicTbipmansl Typae 6onfaH. KentereH kacuettep OomMbiHWA Oakbinay TOObIHbIH, KuWininik
KepceTKIWTIpiHiH, MaHbl3dbl Xofapnaybl OankanFaH. XKypekTiH Kypangblk 3eptreyi TXKA 6ap
GananapgobiH  OT KacueTTepiHiH ofapbl xwuininiriH  kepcetti, AT TobblHOA XETKEH.
Axblpatbinmarad OT[ 88,1% xafpanbiHoa Oankanein, TXXA Gap Gananapga inecne CUMHAPOMbI
6onbin TabbinaTtbiHbI aHbIKTaNFaH.

Herisri ce3pep: Tya GiTkeH Xypek akaybl, AOHeKep TiHHIH, AMCNNa3uschl, EHOTUNTIK XaHe
BUCLiepangik KepceTKiLTipi.
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BpoxgeHHble  nopoku  passutua  (BIIP)
OCTaKTCA HEU3OEXKHBIM CMYTHUKOM COBPEMEH-
Horo obuectBa. HecmoTps Ha  passuTie
reHeTN4YeCKom LVArHOCTUKA, MeTOA0B
npeHaTanbHOro WX BbiSBMEHUs, He MeHee 1-2%
HaceneHnsl UMEKT Te WNW MHble OTKMOHEHUS,
knaccudgmumpyemble kak BINP [10,16,17]. Qaxe
npu OTCYTCTBMM WHBANWAHOCTW [ETCTBa Cpeau
9TUX ML, YaCTOTa OrpaHUYEHUs Unn OTCYTCTBUS
TPYAOCNOCOBHOCTU Cpeay HUX BO MHOMO pas

npeBbllLaeT TakoBble B 06Wen nonynauuu
[14,20].

CnoxHocTb  reHesa  BIP  onpepensert
BO3MOXHOCTb ~ UX  COYETaHWs C  Apyrumu
NaToNOTMYECKUMM  COCTOSHUAIMKW,  VMEIOLLUMM
CXOAHble npuyMHbl. Hawbonee uactoir u,
BEPOSITHO, KIMHWUYECKM 3HAYMMOIA NATONOrMEN U3
aTon rpynnbl ABNAETCA ancnnasws
coeguHutenbHon  Tkanu - (OCT)  [1].  Tlo

pasnnYHbIM NPUYMHAM, BKITHOYAOLLMM, BEPOSITHO,
kak OOBEKTMBHOE YBENMWYEHME YaCTOTbl, TaK W
ynyuLleHne [VarHocTuKm ACT, ee
pacnpoCTpaHEHHOCTb B monynauum  3a
nocrneaH1e 4ecaTuneTns yBenmyniach B0 MHOMO
pa3. MpusHakn [OCT onpegenstTtcs He MeHee
4yeM y MONOBWHbLI MOMOABIX MOAEN, a KIMHUYECKN
3HauMMas  aucnnasus  guarHoctupyeTcs, o
OaHHbIM pasnuyHbIX MccrnegoBaHui, B 15-25%
cnyyaes [11,21].

Beayulyto pornb B CTPYKTYPE  KMMHWUYECKNX
nposieneHun [CT 3aHMMalOT M3MEHeHus Co
CTOPOHbl  cepgua. 37O TakMe W3BECTHble
CMHAPOMBI, Kak Nponanc MUTPanbHOro Knanawa,
Hanuyne [OMOSHUTENbHOW Xopabl B MOSOCTU
KEnyao4ka, OTKpbITOe oBanbHOe OKHO [4,15]. UXx
HanuMyne MOXET MOTEHUMPOBATL HapyLEHUs
(DYHKUMOHANBLHOTO ~ COCTOSHMSA cepaeyHo-
cocyaumcTon cuctemsl y getein ¢ BIIC [2,5].

Llenb uccnegoBaHusa — onpesenuTb 4actoty
npusHakos [ICT y geten ¢ BINC, npoxwBsarowwmx B
ycrnosusix r.Cemen.
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MaTtepuanbi u MmeToab!

[n3ainH uccnegoBaHus - obcepBaLMOHHOE
uccnegoBaHue Tuna Cryvan-KoHTPOsb.

KnuHuyeckyto rpynny coctasunu 84 pebeHka ¢
BPOXAEHHbIMM MOpPOKamMK ceppua B Bo3pacrte OT
1 0o 14 net (cpegHwin Bospact - 7,5+0,6 roga).
N3 unucna obcnepoBaHHbix - 46 (54,8%) Gbinu
Myxckoro n 38 (45,2%) — xeHckoro nona.

Kpumepuu eKno4eHuUsi 8 OCHOBHYIO 2pynny:
BO3pacT; Hanu4ve BMNC; Hanu4yue
WH(OPMMPOBAHHOTO  cormacus  poauTene
(onekyHOB) 1 camux OeTen B BO3pacTe cTaplue
12 neT Ha y4acTue B UccnefoBaHum.

Kpumepuu UCKITHOYEHUST: HenomnHoe
obcnegoBaHne, B TOM  uuiCne  OTCYTCTBUE
obcreoBaHNs Matepen; Hanuyue ConyTCTBYHOLLUX
3aboneBaHuin, OOMUHMPYIOLMX B KIMHUYECKON
KapTMHE W He MO3BOMSIOWMX  OCYLLECTBUTb
HEKOTOPbIE KOMMOHEHTbI UCCNEenoBaHMS; OTka3 OT
y4acTus B UCCresoBaHuu.

B KkoHTponbHyto rpynny Obinu BkoYeHbl 80
neten 6e3 Npu3HaKOB BPOXOEHHbIX MOPOKOB
nobbiX OpraHoB 1 cucTeMm, B Bo3pacte ot 1 go 14
net (cpegHuit Bospact — 7,3+0,5 roga), B Tom
uncne 40 manbuunkoB (50,0%) u 40 pesouek
(50,0%). Kpome Toro, y AeTeit OaHHOW rpynmbi
OTCYTCTBOBanN KoMnnexc NPM3HaKOB,
NO3BONSALLMX YCTaHOBUTL AnarHo3 [ACT.

Mpn  OCyLeCTBNEHMM OCHOBHOrO obbema
nccriefoBaHU  KNWHMYECKOro  pasgena vy
Habntogaemblx OeTeil aHanu3npoBanm xanobel,
aHamHe3 3a00neBaHWst W KU3HW, AaHHbIX
OObeKTMBHOrO ~ OCMOTpa M pesynbTatbl
nabopaTopHO-MHCTPYMEHTANbHbIX
ncecnegoBaHuim.

Ha kaxgoro pebeHka 3anonHsanach aHkeTa u
WHOMBMOYanbHAs KapTa, KoTopas BKvana
[aHHble  aHamMHe3a  Ku3HW,  3abonesaHus,
(DEHOTUNMYECKNE  MPU3HAKKM,  AHTPOMOMETPU-
yeckue nokasatenu, AaHHble nabopaTopHOro
WHCTPYMEHTAIbHOrO UCCRefoBaHus.
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Hanuuve  conytcTBytoLlen naTonoruu
BbISIBNANM C MOMOLLbIO  KOHCYNbTaUMA  Y3KMX
cneuuannctoB  (odTanbmonor,  OTOPWHO-

NapuHronor, opTonea, HeBPONATONOr).
[NwnarHoctuka BINC v OCT ocHoBbiBanach Ha

BbISIBMIEHUN  BHELWHWX (NP  KIMHWUYECKOM
OCMOTPE) UM BUCLeparbHblX (M0 AaHHbIM
WHCTPYMEHTarbHbIX METOfOB  MCCIeaoBaHws)
(hEHOTUNMYECKMX  MPU3HAKOB.  BbisiBNEHHblE

(HEHOTUNMYECKME NPU3HAKM MHTEPNPETUPOBANK B
COOTBETCTBAW C KPUTEPUAMU pEKOMeHZaLun,
pa3paboTaHHbIX KOMUTETOM 9KCMEpPTOB
neamaTpuyeckon rpynnbl «CT» npw
Poccuinckom HayqHOM 06LLecTBe TepanesToB.
Ocyuwectenanack 6annbHas oueHKka BHELWHNX
npusHakoB cuctemHoro BoeneyeHuss [CT y
AeTen (CKPUHUHT-anropuT™, 1 aTan AnarHoCTUKN)
B COOTBETCTBUW C PEKOMEHZALMAMM, COrflacHo

MnepMobunbHOCTL CYCTaBOB, CKOMKO3, Aedop-
MaLum rpyaHOMN KNeTKW 1 NO3BOHOYHWMKA [3].

BannbHas oueHka BucLeparnbHbIX NPU3HAKOB
cuctemHoro BosneyeHusCT y peten(2 aran
[VarHoCTWKK) BKMtoYana BbISBMEHME: nponanca
MWUTPanbHOTO KramaHa, LOMOMHUTENbHLIX XOp4
NEeBOro Xenyzaoyka, natonorim OpraHoB 3peHus,
HedpponTo3a, AMCKMHE3UM  KEMYEBBIBOALLMX
nyTei Ha (POHE aHOMarnuu PasBUTUS XKEMYHOrO
ny3bIps, METaKOSIOH U JONUXOCUTMY.

[ng  cTatuctmyeckoro aHamusa  Tabnuy
COMPSHKEHHOCTW  MCMOMNb30Banu  ABYCTOPOHHUI
TOYHbIN KpUTEPUIA PuLlepa 1 KpUTEPUI X2,

Mpn NpoBedeHUM CTaTUCTUYECKOro aHanuaa

KPUTUYECKMA ~ YpOBEHb  3Ha4MMocTM
npuHumancs pasHoim 0,05.
Pesynbtathl  uccnepoBaHus.  YactoTa

teHoTMnnyeckux npusHakos LCT B rpynnax

KOTOpbIM rNaBHbIMK teHoTMMYeckumm  obcnegoBaHHbix — geten ¢ BMC, OCT wu
npusHakamu  [ACT  cuutanum  nNNOCKOCTONME,  MOMYMALMOHHOA  rpynnbl  CpaBHEHUs  —
apaxHOAAKTUNNI, aHOMamuy YIUHbIX PaKOBMH,  MpeAcTaBreHbl B Tabnuue 1.
Tabnuya 1.
®eHotunuyeckune npusHaku [ICT B cpaBHMBAEMbIX rpynnax.
[etn ¢ BIC, KoHTpornbHas rpynna,
MMpu3Hak n=84 n=80 X2/p
abe. % abc. %
1 2 3 4 5 6
68,61
ACTEHNYeCcKoe TenocnoxeHne 72 85,7 17 21,3 0.001
[edopmauuv rpyaHON KneTku 31 36,9 0 0,0 0 0'0 1
ApaxHogakTnnus 19 22,6 1 1,3 0,001
2,84
[onuxocteHomenus 12 14,3 5 6,3 0.12
Ckonmo3s/ ckonuoTuyeckas 0caHka 25 29,8 6 75 13,24
’ ’ <0,007
MnepMobUNBHOCTL CYCTaBOB 28 69,0 16 20,0 89081
3,74
lnockocTonue 19 22,6 9 11,3 008
19,93
AHOManuUu yLWHbIX pakoBUH 29 34,5 5 6,3 0.001
[MOBbILLEHHAs PaCTKUMOCTb KOXM 3 3,6 2 2,5 0 '25
OKXMMO3bI, NETEXMN, HOCOBbIE 11 13.1 7 88 0,79
KPOBOTEYEHNS 0,22
Buoumas BeHo3Has ceTb 3 3,6 3 3,8 043
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[MpodomkeHue mabnuyp! 1.

1 2 3 4 5 6
A3meHeHus npukyca 22 26,2 14 17,5 1,81
[oTnyeckoe Hebo 6 7.1 0 0,0 0.04
MbiLleYHas TMNOTOHMUS 15 17,9 0 0,0 0,008

Hpumeanue — MNPU OTCYTCTBUM YKa3aHWUA BENUYNHBI KOUTEPUA X2 MCNOMb30BaH TOYHbI KpI/ITepI/IIZ <D|/|Luepa

Kak n cnegosano oxuaaTb, Hanbonee HU3KOM
Mo BCEM BbISIBNIEHHbIM (DEHaM OHa Okalanacb B
KOHTpornbHOW rpynne. OpHako MO  HEKOTOPbIM
npusHakam 4actota Oblfa [OBOSbHO BbICOKOM
[axe B AaHHon rpynne. Tak, B 20% cnyyaes
OTMevanacb runepmMobunbHOCTL  CycTaBoB, B
21,3% - acteHuyeckoe Tenocnoxenue, B 17,5% -
HapyLUEeHWs npuKyca.

AcTeHuYeckoe TENOCMOXEHWe Onpeaensnoch
B rpynne c¢ BIC 3Hauwmo vawe, yem B
KoHTposnbHOW rpynne (B 4,0 pasa). dedopmauuu
TPYAHOW KNeTkn Oblnn BbISBMNEHbLI TOMBKO Y AeTen
OCHOBHOM rpynnbl. AHanornyHble no
HanpaBfEHWNIO PasnnUuns OKa3amucb Mo YacToTe
apaxHogaktunum (17,4 pasa).

3HauuTenbHO vawe B rpynne geten ¢ BIP
Habnoganucb ckonnossl (pasnuuust B 4,0 pasa),
aHoManuuM  yWHbIX  pakoBuH (5,5  pasa),
rMnepmoBbunbHOCTL cycTaBos (3,5 pasa).

MeHee 3HauMTENbHbIE PA3NMYKUs OTMEYANUCh
no vactote nnockoctonms (2,0  pasa),
MOBbILUEHHOW pacTskmumocTn koxu (1,4 pasa),
[onuxocteHomenun (2,3  pasa), NpPU3HAKOB
MoBbILIEHHOW  kpoBoToumMBocTM (1,5 pasa).
CTeneHun CTaTUCTUYECKON 3HAYMMOCTW AOCTUrano
MPeBbILIEHME  4acTOTbl  NOYTW MO BCEM
napametpam B rpynne BIP Hag koHTporem.

B T1abnuue 2 npeacTaBneHbl  [aHHble,
nonyyeHHsle npu nposegeHun K n AxoKl y
netein 06cnefoBaHHbIX rpynn.

AHanus UHCTpYMeHTarbHbIX MOPGOMYHKLMO-
HanbHbIX  rokasaTefien  COCTOSHUS  cepaua
CBUOETENBbCTBYET O Hanuunn 6OMbLIOTO 4Mcna
HapYLEeHWA, COMYTCTBYIOLMX WM SBMSKOLMXCS
cnefcteueM nopoka cepaua unm [1CT.

B yacTHOCTM, BeCbMa 4acCTbIM MPU3HAKOM
OKasanuWCb  HapylleHus  aBTomaTtuama, B
noAaBnsioLieM cnyyae B BUAE SKCTPACUCTOMMM.
Y peten ¢ BINC oHn nmenucs B 86,9% cryyaes.

Avenuch 3HauMMble pasmuuMs no  AaHHOMY
rnokasaTenio C KOHTpOrbHoW rpynnon (B 17,4
pasa).

Cnepyet otmetutb, yto y pgeten ¢ BIC
akcTpacuctonua vauwle, vyem npu OCT, umena
XapakTep  XenyaodukoBOM  U/MnKM YacTow,
NoSMMOPCHHON, MOSIMTOMHOW, YTO NpeAcTaBnserT
NMPOrHOCTUYECKM HebnaronpusTHble BapuaHTbI.
HapylweHns  npoBOAMMOCTM  MPOSIBASMMCh
NpaKTU4ECKM BO BCEX cnyyasx
BHYTPWKENY4OYKOBbIMM  Bnokagamu, vawe -
HenonHon 6nokagon npaBon HOXKM Nyyka [uca.
/x konnyecTBo BbIN0 3Ha4MMO 60nee BbICOKUM Y
peten ¢ BIC (B 18,8 pasa).

OtknoHeHne 30C ObiNo xapakTepHo Ans
peten ¢ BMNC wn [OCT, vawe wmenocb npu
Hannamn  BIIC, npuBogsawmx K runeptpodum
nesoro xenygoyka. COBOKYMHOCTb MPU3HAKOB
runepTpodun Muokapaa Habntoganace B8 10,8
pa3 yaLle npu Hanuuum BIC.

OyHKUMOHAmNbHbIE  MPU3HAKW  Meperpysku
KENyA04KOB UMENnUCb Ha MOMEHT obcrefoBaHmMs
B 60,7% cnyyaeB y peten ¢ BINC Pasnuune
NOCreaHMX rpynn  cO  340POBbIMKA - UMENO
CTaTUCTMYECKYH0 3HauMMocTb (B 4,9 pasa).

Hanbonee wu3secTHble npusHakn [OCT co
CTOpPOHbI CepAua — nponanc MUTPanbHOro
KnanaHa, JONONHUTENbHbIE Xopabl U Tpabekynbl
NEBOr0 XeNyaoyka Takke CYLECTBEHHO yalle
BCcTpevanuchb y geten ¢ BIC. Pasnuuuna mexay
rpynnamu coctasur 6,6, 76 u 3,5 pasa
COOTBETCTBEHHO 1 BbINN 3HAYUMBIMM.

Takue HapyLlleHusl, KaKk OTKPbITOe OBaslbHOe
OKHO, (DYHKLMOHANbHO Y3Kas aopTta, gunartauums
CTBOMA [IErOYHOM apTepum U aHeBpPU3MbI
MeXnpeacepaHoN neperopoakn Bbinm BbiSBAEHDI
TONbKO Yy [eTel OCHOBHOW rpynnbl, npuyem
pasnnuns BO BCEX Cryyasx Oblny CTaTUCTUYECKM
3HAYMMbIMM.
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Tabnuua 2.

Pe3ynbTaThl MHCTPYMEHTaNbLHOrO UCCNEeAOBaHUA cepAaLa y AeTel 06cnefoBaHHbIX rpynn.

Hetn ¢ BIC, KoHTponbHas rpynna, 9/
HapyweHus no gaHHbIM OKI/OXOKI n=84 n=80 F2(1 3
abe. % abc. %

HapyLwueHns aBTomaTama 73 86,9 4 5,0 (1)1000’:13
HapyLueHns npoBoguMocTm 60 714 3 38 79,33
(BHYTPWXKENYAOYKOBbIE 6rOKazab!) 0,001
OTKMOHEHWe 3NEKTPUYECKO OCK 34 40,4 7 88 22,00
cepaua 0,007
82,28
[pu3Haku runepTpodum Mmokapaa 68 80,9 6 7,5 0.001
[Mpu3HaKu neperpysku Xenyno4koB o1 60,7 10 12,5 3006?
lMponanc MUTpanbHOro KnanaHa 49 58,3 7 8,8 3403(1)
OTKpbITOE 0BanbHOE OKHO 44 52,3 0 0,0 0,001
[lononHuTenbHas xopaa 48 571 6 75 45,72
0,001
OyHKUMOHAbHO y3Kas aopTa 9 10,7 0 0,0 0 63
[ononHutenbHble Tpabekynbl o1 60,7 14 17,5 8108?

AHeBpU3MbI MEXNPEACEPAHON o4 285 0 0.0 -
neperopogku 0,003
[unataumsa cTBoOna nerovHon aptepun 14 16,6 0 0,0 0 (;06

[pumeyaHue — Npy OTCYTCTBIM YKa3aHWs KPUTEPHS X2 UCMONb30BaH TOYHbIN Kputepuit duiepa

Takum obpasom, NHCTPYMEHTasbHbIe
UCCTe[OBaHMS  Cephua  MokasanM — BecbMa
BbICOKYK) ~ 4acCTOTy  MPU3HAKOB  AMCMIa3vm

coeanHNTeNnsLHOM TkaHu y aetei ¢ BINC, sHayumo
NPEeBbILAKLLYI0 YPOBEHb KOHTPOMBHOW pynmbl.
OTO  MnoAuYepKMBaeT  €AMHCTBO  6asnCHbIX
MEXaHM3MOB pasBUTUS MOpaXeHns cepgua Y
netei c ero nopokamu "
HeauhdepeHLpoBaHHOM avcnnasven
COEANHUTENBHOMN TKaHM.

B tabnuue 3 npeactaBneHa COBOKyMHas
BannbHas oueHka komnnekca npusHakos [CT B
CpaBHMBAEMbIX rpynnax, BKIHOYaN
KOHTPOIbHYHO.

Oetv ¢ OCT wumenn Tonbko 2-3 CTeneHb
[aHHOW maTonor no cymme 6annos, T.K. mpw
OTCYTCTBUW Apyrux 3abonesaHuii onpeaenenue 1
CTENEHN MOXET CYMTATLCS BAPUMAHTOM HOPMbI [4].

Cpenmn obcnenoBarHbix ¢ BMC He 6bin0 Hu
ogHoro 6e3 npusHakos [CT. Tonbko y 10 peteit

(11,9%) ©Obina onpegeneHa 1 cTeneHb.
BblpaXeHHOCTb  BHELIHMX W BUCLiEparbHbIX
npusHakos [OCT B rpynne peten ¢ BIC
COOTBETCTBOBaNa 3 creneHn fgaxe B Gonbluem
yucne Cnyvaes, YEM B rpynne CpaBHEHMs, XOTS
pasnnuns He Bbin CTAaTUCTUYECKA 3HAYUMBIMM.
Bbina 3apernctpupoBaHa 3Ha4YMMOCTb Pasnuyni
TONbKO MO uucny aeten co 2 creneHbio [ACT,
koTopas Habnoganac vauye B
cootseTcTBytoen rpynne (p<0,05).

Takum 06pa3om, Hamm 6birio BbISIBNIEHO, YTO
HeauddepeHumposanHas  OCT  sBnsetcs
NPaKTU4eckn  HensbexHbIM  COMyTCTBYHOLLMM
cuHgpomom y peten ¢ BIC, Habniogasck B
88,1% cnyyaeB. YuMCnO M BbIPAXEHHOCTb
cumntomoB [CT npu BIC okasanucb BecbMa
BbICOKMMMU, YTO TpebyeT yyeTa JaHHON NaTonorum
NP  OUEHKe  TSKECTM  COCTOSHWUS  [eTeit
COOTBETCTBYIOLIEN TPYNMbl M ONpeaeneHuu
TaKTUKW NIeYeHms.
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Tabnuya 3.

BannbHas oueHKa BHeWHUX U BucLepanbHbIx npusHakoB [ICT y geteii o6cnegoBaHHbIX rpynn.

Cremets Hetn c BINC, n=§4 KoHTponbHas rpynnao, n=80 X2/p
abc. %o abc. %o
1 (12-20 6annos) 10 11,9 7 8,8 0,44
’ ’ 0,35
2 (21-30 6annos) 23 274 0 0 0,003
3 (6onee 30 6annos) 51 60,7 0 0 0,001
[TpumeyaHue — Npu OTCYTCTBUM YKa3aHWs KpUTepUs X2 UCNonb30BaH TOYHbIN Kputepuin uwepa
Mbl  Takke npoaHanM3MpoBanW CTereHb  MarucTparbHbIX COCYdOB, Hamuumu fedekta
BblpaxxeHHocTn ACT y geteit ¢ paznuunbimm BIIC - MXKI. MeHee BbipaxeHHble HapyleHusi Obinu
(tabrnuua 4). xapaktepHbl ans OMIM, oTKpbITOrO OBanbHOro

Hanbornee Tskenble MOpaxeHUs COEAUHM-
TenbHon TkaHu (Il cTeneHb) uawe Obiw
BbISIBNEHbI Npu TeTpage ®anno, CTeHo3e neroy-
HOW apTepuu, OMKycnMOanbHOM —aopTarbHOM

OKHA C TreMOAMHAMMYECKUMI  HapYLLEHUSMM,
COYETAHHOTO a0PTarbHOrO nopoka. Mmetowmecs
B EOMHUYHBIX  CRy4Yasix aHoMamuM  Takke
XapaKkTepusoBanucb Haubonee BbipaXeHHbIMM

KnanaHe, KoapkTauuu aopTbl, TpaHcnosuumu  npusHakamu CT.
Tabnuya 4.
Pacnpepnenenue ctenenu BbipaxeHHoctn [ICT B 3aBucumoctu ot Buaa BIIC.
CreneHb ACT
1 2 3
Bug BINC (12-20 (21-30 (6onee 30
6annos) 6annos) 6annos)
abe. % abe. % abe. %

[edekT MmexnpeacepaHon neperopoaku, n=18 4 299 7 38.9 7 38.9
[edheKT Mexokenyno4koBOM neperopoaku, n=16 1 6.3 3 188 12 75.0
Terpapadanno, n=9 (O TR A IR I TR S v &
OTKpbITbI a0pTanbHbI NPOTOK, N=8 1 125 3 375 4 50.0
TpaHcnosnuust MarnucTparbHbIX Cocy4oB, N=8 0 00 2 25.0 6 75.0
OTKpbITOE OBafbHOE OKHO C Memnpeu::epqulM 9 33,3 9 33,3 9 33,3
TOKOM KpoBw (getv ctape 10 net), n=6

KnanaHHbIi CTEHO3 NErOYHON apTepun, n=5 0 0.0 1 20.0 4 80.0
BukycnnganbHbI aopTanbHblid KnanaH, n=4 0 0.0 1 250 3 75.0
KoapkTaums aoptbl, n=4 0 0.0 1 250 3 75.0
CoueTaHHbIN aopTasbHbIN NOPOK, N=4 1 250 ) 50.0 1 25.0
EQvHCTBEHHbIN Xenynoyek cepaua, n=1 0 0.0 0 0.0 1 100.0
AHomanus Tayceur-buxra, n=1 0 0.0 0 0.0 1 100.0
Beero 10 23 51
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3akntoueHue

Takum obpasom, yactoTa coyetaHnint BIP u
OCT B uccnegoBaHHOW rpynne  okasanach
BecbMa BbICOKOW. CTaTUCTUYECKU 3HAYUMOe
npeBbILLIEHNE Bbino 3apermcTpupoBaHo
NPaKkTUYeckn NO KaxaoMmy W3 MCChnefoBaHHbIX

Npu3HakoB. 370 MOXeT OblTb CBSI3aHO C
OOLHOCTbIO  NATOTEHETUYECKUX  MEXaHU3MOB
pasBUTUS paccmaTpuBaemol natonoruu. B

YaCTHOCTM, W3BECTHO, YTO pa3BUTME Ccepaua

CBfA3aHo, B nepByo oYyepefb, c
CbOpMVIpOBaHI/IeM ero CcoeauHUTENbHOTKAHHbIX
cTpykTyp [8].

B pesynbTatax psana nccrnegoBaHuu,

nocesieHHbIx npobneme BIC, cogepxarcs
CBEAEHUS O Hanuuuum Yy 1nuy C  [aHHOW
naTonorve KOHKPETHbIX HapyLUEHWIA
(DYHKLMOHMPOBaHUS (hepPMEHTHbIX n
PerynaTopHbIX CUCTEM, aCCOLMMPOBAHHbIX C UX
pa3suTMeM. Hanpumep, uMelTCS AaHHble 00
N3MEHEHNSX TOHKUX MexaHW3MoB 0Bpa3oBaHWs
(nbpuHO3HbIX cTpykTyp [13]. Oucperynaums
KNETOYHOW  mponudepauum  Takke — urpaet
BaXHy0 posb B pa3sutum BI1C [19].

B ocHOBe [faHHbIX HapyleHun nexat
FEHETUYECKME  U3MEHEHUS, SBNSIOWMECH B
HacTosllee BpeMst  MpPeaMeTOM  akTUBHbIX
uccnegosanwi [7,9,22,23].

C Apyrom CTOPOHbI, O HANUYUK aHaNOTMYHbIX
W3MEHEHW B MepuHaTanbHOM nepuogde u 'y
[eTeil NepBbIX JET XW3HKU COOBLIAT aBTOPb,
uccneposaslwe  MexaHusmbl passutus [ACT
[6,18]. CooTBETCTBEHHO, MOBLILIEHWE YACTOTbI
covetannin BMNC n OCT, no Hawemy MHeHwio,
LeTepMUHMpYeTCs 0BLHOCTBIO UX naToreHesa B
nepuHaTanbHOM nNepuoge.

K coxaneHuio, BO3MOXHOCTU KOppeKuuu
nepuHaTanbHbIX HapylWweHun ocTalTea [0
HacTOALEro BpPEMEHW rnaBHbIM  0bpa3om
TeopeTudeckumm [12].

MoaTtomy peteit ¢ covetanunem BINC n OCT
HaZNeXWT, MO HaWeMy MHEHW0, OTHOCWUTb K
rpynne Haubornee BbICOKOrO puUCKa pasBUTUS
OCTOXHEHUI " WHBaNMam3sauuu,
COOTBETCTBEHHO  OCYLUECTBNATb B MOJSTHOM
obbeme Bce HeobXoaWMble MEPOMPUATUS MO

neyeHmio kak BIC, Tak u umcnonb3oBatb
paspaboTaHHble  MOAXOAbl K KOppeKuuw
naToOreHeTUYECKMX MeXaHW3MOB
nporpeccupoBannss [CT B nocTHaTanbHOM
nepuoge.
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