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HEKOTOPHIE KIMHUKO-®EHOTUIIMYECKHUE OCOBEHHOCTH JETEM C
AHOMAJIBHO PACITIOJIO’KEHHBIMH XOPJIAMM B ITIOJIOCTHU JIEBOI'O
KEJIYJOYKA.

U. B. l]semxosa, H. B. [mumpuesa, O. b. 'omeniox.

Ps3anckuii rocyaapcTBEHHBIA MEAUIIMHCKUNA YHUBEPCUTET
nMeHu akagemuka . I1. ITaBaosa.

Hacrosimee mccienoBanue ObLIO HANeJeHO Ha  BbIAABJIeHHEe BHecepIeYHBIX
MapKepoB JHMCIUIA3UM COCUHUTEJBbHON TKAaHW y JeTeill IIKOJBHOIO BO3pacTa ¢
AHOMAJIBHO PACHOJIOKEHHBIMH XOpAAaMH B IOJIOCTH JIeBOI0 :Keayaoudka. BbuLio
00Cy’KIeHO BJIMSIHHE PACIIPOCTPAHEHHOCTH BHeCepAeYHbIX MPOSBICHHUI AMCIIAZHHA
COCIMHHUTEJBHON TKAaHN Ha (opMHpOBaHHEe KIMHAYECKOH KAPTHHBI B YKa3aHHOM
rpymre.

AHOMAJIBHO PACIIONIOKEHHBIC XOpAbl — (UOpO3HBIE WU (PUOPO3HO-MBIINICYHEIC TSIKH,
HaxoIsIIMecss B TIOJOCTH JIEBOTO JKEMyJOYKa U HE CBS3aHHBIE CO CTBOPKaMU
ATPUOBEHTPUKYJISPHBIX KJamaHOB, B JIUTEpaType MPUITO paccMaTpuBaTh, Kak
MPOSBICHUE COCAMHUTENbHOTKAHHBIX nucriazuit cepaua. [l - 5]. Hozomormuecku
CHHJIPOM COEIMHUTEILHOTKAHHON JUCILIA3UHU (CTI) OonpenensaeTcs, Kak
CaMOCTOSATEIBHBI  CHHAPOM TMOJUTEHHO - MYyJIbTU()AKTOpUATBLHONH — TTPUPOJIEI,
MPOSBISIONINICS BHEITHUMH (eHotunudeckumMu mnpuszHakamu CTJ] B coderanuu c
JIHUCIJIACTUYSCKUMH HM3MCHCHHMSAMH COCAUHHUTCIBLHON TKAHUM M KIMHHUYCCKH 3HAYMMOH
MUChYHKIMEH OJHOTO MM HECKOJNBKUX BHYTpeHHHX opraHoB [1]. K coxanenuto, Ha
MPaKTUKE BHEITHUE (PECHOTUITMYECKUE MPOSIBICHUS JUCILIA3UU y JIETed 3a4acTyro JTM0o
BOBCE OCTAIOTCs 0€3 BHUMAaHHUSA, TM00 TPAKTYIOTCS KaK H30JUPOBAaHHOE CAMOCTOSTEIIBHOE
nposiierne [1,3,7]. Tak, Mmuonus oOBACHSIETCS Ype3MEpHON 3PUTEIBHON HArpy3KOH U
HapYIICHUSMHU PEeXUMa, IIIOCKOCTOMUE — IJI0XOH 00YBBIO, a CKOJIMO3 pacCMaTpUBACTCS
KaK CIICICTBHE CHUJICHHUS 332 BBICOKON MapTOM WM HOIIEHUs Tshkenmoro mopTtdens. Ho
coOpaHHbBIC BOCIAMHO, 3TH MPU3HAKY CBUICTSILCTBYIOT O CHHIPOMHOCTH U OPUEHTUPYIOT
Bpaya Ha Hammuue CT]l co cTOpOHBI BHYTPEHHUX OPTaHOB. BHemHue QeHoTumnmuyeckre
MPOSIBJICHUS JUCIUIA3UU COCTUHUTENbHOM TKaHu y nereir ¢ APX B monoctu JIK nHe
cUCTeMaTu3upoBaHbl [3.8], a, yunThiBas, yTo AUQQEpESHIPOBKA TAKUX CTPYKTYp, Kak
MMO3BOHOYHEIN CTON0, KiIamaHkl cep/iia, KPYIMHbIE COCYIbl U KOXKa MPOUCXOAUT B OJHU U
T€ )K€ CPOKH (heTAITLHOTO pa3BUTHUsA [1], MOMCK coUeTaHUE TUCTLIACTUICCKUX H3MECHCHUH
B OTUX CTPYKTypax HaubOoliee 3akoHOMepeH. M3ydeHue KIMHUKO-(ESHOTUITUICCKUX
ocobenHocteil neredt ¢ mposiBineHusimu CTJ] cepaua moMoxeT Bpady — yxe MpH
MEPBUYHOM OCMOTPE BBIACHATh TPYNNY MALKMEHTOB, YIPOXKAEMYI0 IO HaJIUYHUIO
JTUCILIA3MH CO CTOPOHBI BHYTPEHHUX OPTaHOB C BO3MOYKHBIM U3MCHEHUEM MX ()yHKIIHH.
Henans padoThbl: BHISBICHUE BHECEPACYHBIX MPOSBICHUN AUCIIIA3UM COCAUHUTEIBHON
TKaHU y Aerelt 6 — 18 neT ¢ aHOMaJIbHO PacIONOKEHHBIMHU XOPIaMU B JICBOM KEYI0UKE
JUISL U3YyYEHUs XapakTepa paclpOCTPAHEHHOCTH IUCIUIA3UU COCAMHUTEIBHON TKaHU B
STOHW TPYIINE U OLICHKH BJIHSHUS Ha ()OPMHUPOBAHUE KIIMHUYCCKON KAPTHHBI OTICTHHBIX
(hDEHOTUITUYIECKUX MApKEPOB «CIa00CTH» COCAMHUTEIBHON TKaHH.



Matepuajabl ¥ METOAbI

O6cnenoBana rpynna aereit (144 genoseka) 6 — 18 JeT ¢ aHOMaJIbHO PACHIOIOKEHHBIMU
XopJaMd B JeBOM Jkenynouke. [lo BospacTy W momy JeTH M TMOAPOCTKH ObUIH
pacrnpeneneHsl cleAyommM obpazom: 6 — 9 mer - 26 uenoek (7 meBodek u 19
ManpyukoB), 10 — 13 mer — 45 yenosek (21 geBouka u 24 manpunka), 14 — 18 met — 73
noapocTkoB (34 aeBouek u 39 ManbunkoB). KOHTpoOJIbHBIE TPYNIBI, CXOIHBIE MO MOy U
BO3pacTy, cocTaBUiau 60 4emoBeK, HE MMEIOIINX COEAWHUTENBHOTKAHHBIX JUCILIa3Ui
cepana.
UccnenoBanne  (eHOTUNHMUYECKUX  OCOOEGHHOCTEH  MAalMEHTOB  MPOBOAMIH €
AQHTPONIOMETPHYECKIMH HW3MEPEHHAMH M ONpelNeNieHHeM THIa KOHCTUTyuHH (110
pexkomenmanusim M.I'. UepHOpyLKOro), OLEHKOH PpacTSKHUMOCTH KOXHBIX MOKPOBOB
(OBBIIIEHHAsT ~ PACTSDKUMOCTh TNPH BEIWYMHE KOKHOM CKJIaIKd HaJ HapyKHBIMU
KOHLIaMU KJIIOUMI] HE MeHee 3 cM), [ umepMoOHIbHOCT CyCTaBOB OLICHUBAJIH MO METOAY
C. Carter u J. Wilkinson B Momudukamuu P. Beighton u coast. Hanuumne npononsHoro
MJIOCKOCTONHS ONpPENENSTIA € IOMOIIBIO pacdyera IMOJOMETPUUECKOr0 HMHAEKCA I10
Opumnsiay. [IpusHak GONBLIIOro Mmajiblad CYUTATH HMOJOKUTEIBHBIM, €CIH JUCTaTbHAsS
¢ananra 1 manela cMelanach 3a YIbHAPHBIA Kpail TagoHH, NPU3HAK 3aISICThS — €CIU
JUcTanbHble (ananry | U 5 manpleB YaCTUYHO MEePEeKPEIIMBAINCE IPH 00XBATE 3aICThS
MPOTUBONONIOKHOM  pyku. Hammume BapMKO3HOrO paclIMpeHHs BEH TOJEHH,
BOPOHKOOOpa3HOH  jgedopMauudu TPYOHOM  KIETKH, CKOJIMO3a, BBIPAKEHHOCTU
($U3MOIOrNYecKnX MW3rMOOB TPYAHOTO M MOSCHUYHOIO OTHENOB IO3BOHOYHHKA,
MONEPEYHOr0 IMJIOCKOCTONMS, YJUIMHEHUsS 2 Tajblia cTombl M 4 majbla KUCTH,
CaHJaJEBUAHON ILENH, TIISATeH «KOope C MOJOKOM» OLEHHBAIM HpPHU OOLIEM OCMOTpeE
JleTed U nmoApocTKoB. Hannuue rpbk 1 MUONMK YCTaHABIMBAJIM HA OCHOBAHWM JAHHBIX
aHaMHe3a.

PesynbTaThl u X 00cy:KIeHHE
N3ydenne anamHecTHueckux JaHHBIX B rpynne aereit ¢ APX B JDK mokasano, 4ro Ha
MEPBUYHOE 00CIIEIOBAHNE STH MAIMEHTHI MOMaJalld C JOCTATOYHO IIMPOKUM CHEKTPOM
HaNpPaBUTENBHBIX JUATHO30B, CPEAM KOTOPHIX Hambojee 4acTo BCTPEYAIUCh TaKue, Kak
MpONafnc MHUTPAJIBHOTO KIAlaHa, HEAOCTaTOYHOCTh MUTPAJIBHOrO KiamaHa, CTEHO3
aopTaJbHOr0  KiamaHa, JeQeKT  MEXOKENIyIOYKOBOH  NEperopoinku,  AedexT
MEKIPEACEPIHON MEPETOPOJKH, OTKPHITOE OBaJIbHOE OKHO, U Hemu(epeHInpOBaHHbIE
COCTOSIHUSI THIA: «KapAHOMaTusi, TpeOyromas I1000ciIeoBaHum), «PYHKIHOHATBHAS
KapauonaTus»,  «pyHKIMOHanmbHBIE  W3MEHEHHs B cepAue».  PaszHooOpasue
HaIpaBUTENbHBIX JUArHO30B CBUAETENBCTBYET KAaK O JIOBOJIBHO BBICOKOM IIPOLIEHTE
JMarHOCTUYECKUX OMMOOK IPH OLEHKE MHOI0OOPa3HbIX ayCKyJIbTaTUBHBIX ()EHOMEHOB,
o0ycroBieHHBIX HamuuueM APX B TONOCTH JI€BOTO >KEMyno4yKa, TaK M KOCBEHHO
YKa3bIBaeT Ha IIMPOKHUH CHEKTP KIMHUYECKUX MPosBIeHUH y nun ¢ APX.
Ilpun n3ydyeHum ceMelHOro aHaMHe3a BBISBIEHO, 4TO B 45% ciiydyaeB y OIHOrO W3
pomuteneit, a B 23% cny4yaeB y oboux pomutenedi umerorcs APX B MONOCTH JIEBOTO
xemynouka ( goto 1).

®oro 1.
APX, o0Hapy:xeHHBIe B ceMbe K. y poaHbIX OpaTheB U MaTepH
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Tak >xe y poauTenedl u Apyrux OMMKalIIMX pOACTBEHHHKOB OTMEUYAIUCh B aHaAMHE3E
yKa3aHUs Ha OCTEOXOHIPO3 U PaJUKYIIUT, THIEPMOOUIBLHOCTh CYCTaBOB, aCTEHHYECKHIM
TUN KOHCTUTYLMH BapHUKO3HOE pacIIMpeHHe BeH W Muonuio. [lomydeHHbIe CBeIeHUS
MO3BOJIAIOT TMPENNoiaraTh HACIEACTBEHHO AECTEPMHUHHMPOBAHHBIN XapakTep AWUCIUIa3UU
COCTMHUTEIBHON TKaHU y OonbimHCTBA neteii ¢ APX B momoctu JDK.

Cpenu xanob, npenbsiBisieMblx nanueHTamu ¢ APX, Hanbonee yacteiMu ObUTH OBICTpast
YTOMJISIEMOCTD, TIJIOXasi IEPEHOCUMOCTh (PU3NYECKOM HArpy3KH U AYIIHBIX MOMEIICHHH,
YacThIe TOJIOBHBIE 00NN, KapAHalTHH, OILyIIEHUs IepeboeB B 001acTH cepala, HOCOBBIE
KpOBOTEUEHHUs, OOMOpoku. JlumoTumum wyame OOHApYKXHBIUCh Yy MAIMEHTOB
npenyoepTaTHOrO M MyOepTaTHOr0 BO3pacTa M BO3ZHUKAIW B INEPHOI NpeObIBaHHUA B
OYUITHOM TIOMEILEHHH, TEPEeyTOMJICHUH, SMOLMOHAIBHBIX HAarpy3Kax, MpH OBICTPOM
W3MEHEHUH TOJIOKEHUS Tella WK npu (usndeckoi Harpyske. B psane ciydaes (5,7%) B
aHaMHE3¢ HWMEINCh  YKa3aHWsl Ha  BEreTaTUBHBIC  KPH3bl, IPOBOLHPYEMBIC
SMOLMOHAIFHBIM HMJIM YMCTBEHHBIM MEPEHAINPSDKEHUEM WM W3MEHEHHEM MOTOAHBIX
ycnoBuil. Cienyer oTMeTuTh, 4To y aered no 10 ner nHammuue APX B momoctu JIK He
COIPOBOXKIANOCH OONBIIMM KOJTHYECTBOM Kaylo0 (32 HCKIIOYEHHEM  OLIyHICHUS
YVUYAIIEHHOTO CepAueOMeHus  JHLAMH C YacTOM 9JKCTPAaCHUCTONMEH) WM BOOOIIe
MpoTeKano O0eccMMNTOMHO. B moapocTKoBOM BoO3pacTe MalueHTHl MPEABSBILIN Oonee
MHOTr000pa3HbIe KaJlo0bl, YKa3biBasg Ha IUIOXYIO0 TMEPEHOCHUMOCTh (PU3MUYECKOH HArpy3Ku
(34%), ObicTpyro yrommsemocts (27%), dacTteie ronoBHbie Oomm (21%)), kapauanrun
(18%), BO3HHMKHOBEHHE NPENOOMOPOYHBIX M OOMOPOYHBIX COCTOSHHM B IYIIHBIX
nomemtenusx (11%), npu pe3koit cMeHe monoxenus tena (9%) wunm npu GU3NIECKOn
Harpyske (17%). I[lomoOGHast Bo3pacTHasi TUHAMHUKA MPEABSBISIEMBIX Kalo0 KOCBEHHO
CBUICTEILCTBYET O HapacTaHUM KIMHUYECKUX MposiBieHU APX ¢ TeueHneM BpeMeHH.
MBI OTMETHIIM TaK K€, YTO YBEITUUYEHHUE YHCIA KaJI00 MPOUCXOAUT B TOW TpyIIe AeTeH, Y
KoTopbix K Hanmuuuio APX B momoctn JDK mpucoenmHsoTCs € BO3pacToM ApYyTUe
BHYTpPHCEpACYHBIC MPOSBICHHUS MAWUCIUIA3MH COCAWHUTEIBHOM TKaHH — MPOJIAICHI



aTpuoBeHTpUKYIApHBIX KianaHoB (IIMK 76%, IITK 14%, ITKJIA 10%). B nuteparype,
MOCBsIIEHHOW wu3yueHuto maroreHesa [IMK, cpemm MHOXecTBa THIIOTE3 €ro
BO3HMKHOBEHHUSI Ha3bIBAIOT «MHOKapAHalbHYI0» TEOPHIO, T€HHbIC Ae(EKThl, ACPHUIHUT
Marausi,  TpoMmOomnurTomeHuto.  Haubonee  momynspHa — KiIamaHHas  TEOPHS,
MpeArnonaramnas Haludue TeHETHYECKH IeTePMHHUPOBAHHOTO AedeKTa KoijlareHa M,
KaK CJIEICTBUE, «CIAa0OCTW» COCOMHUTENBHON TKaHM CTBOPOK MHTPAIbHOTrO KIiaraHa
[1,3]. Bce atu mexanusmbl ¢opmupoBanus [IMK umeroT Mecto OBITh U JTOCTOMHBI
BHUMaHUs, U, XOTs B JUTeparype mpeodnagaer MHeHuEe o cymectBoBanuu 1IMK, kak
CaMOCTOSATENBHOIO TPOSBJIEHUA AMCIIA3UU CEPALA, MBI CUHTAEM 3TO YTBEPXKIAECHUE
IUCKyTaOenbHBIM M oTMedaeM, uTo BosHukHoBeHHe IIMK y mereit ¢ APX B psze
CIIydaeB SBISETCS 3aKOHOMEPHBIM U sBIseTcs cieAcTBueM Hammuuss APX B momocTtu
JIEBOrO JKEIyJI0YKa. JTO BEPOSITHO, BO — MEPBBIX, NMPH HAIWYUU HETUNWYHOW TpPaKIUU
MaNWUIAPHBIX MBI AHOMAaJbHO pAaclOJIOKEHHBIMH XOpAAaMHM IpH BapHaHTax MX
KpEIUIEHUS! MEXIY COCOYKOBBIMH MBIIIIIAMM WJIM COCOYKOBOM MBIIIIIEH U CTEHKOH
JIEBOTO JKeTyAOYKa, YTO B CBOIO O4epens BiedeT 3a co0O0i MOBBIIICHHOE HATSHKEHHE
HCTUHHBIX XOpJ, KaK CIEACTBHE - HE ITOJTHOE CMBIKaHHE CTBOPOK MUTPAJILHOrO KJlallaHa B
CUCTOIy M BO3HHUKHOBEHHE pETYprUTallUU, YTO MPUBOJUT K IOCTEIEHHOMY
«TIPOBHMCAaHHIO» CTBOPOK B TMOJOCTH JIEBOro mpeacepaus. Bo - Bropeix, APX,
pacronararommecs: MONEepeuyHO B BBIXOJHOM TPAaKTE JIEBOTO JKEMYJIOUKa, BBI3BIBAIOT
TypOyJIeHTHOE 3aBUXPEHHE TOKa KPOBH, 00paIas 4acTh MOTOKA B HAMIPABJICHUH MOJIOCTH
JIEBOr0 MPEACEPANs, YTO CO3/aeT JIONMOJHHUTENBHOE TpaBMHUpPYIOLIEe BO3ACHCTBUE Ha
CTBOPKM MHUTpaJIbHOro KiamaHa. [Ipy ycrmoBMM [UIMTENBHOTO CYIIECTBOBAHUS, 3Ta
CUTyalus MOXET MPHUBOAUTH K (OPMHPOBAHUIO «CIOHUCTOCTH» CTBOPOK, HX
MOBBIIIEHHOW  pacTsHKMMOCTH, BO3HMKHOBeHMIo peryprutamuun  u IIMK. Msl
npeanonaraeM, 4ro Bo3MOXHO (opmupoBanue BropuuHoro IIMK Ha ¢one Hammuwms
APX B momoctm JDK, mpuuem IIMK n APX B arToi cuTyauuu sBIFIOTCS HE
CaMOCTOATENbHBIMU, HE3aBUCAIIMMU JApPYr OT JApyra IpOSABICHUSIMH JUCIUIa3WH, a
HaxoAATCs B IPUUMHHO - CIEACTBEHHON 3aBUCUMOCTH, I'ie BEAYILYIO ponb urpaet APX.
W3ydenue BHEMIHMX NPU3HAKOB AWCIUIA3HMM COCIUHUTENBHOM TKAaHHU Yy JeTei
WCCIIelyeMOl TPYIIbl, BBISBIIO 18 BHecepAeUHBIX (EHOTHNHUYECKUX MapKepoB ee
«cmabocTH» MO HATUYUI0 KOTOPBIX OHHM CTAaTHCTUYECKH JOCTOBEPHO (BEIMYMHA P
paccuuThIBaNach Mpu noMou  Kputepus [lupceHa > W ABYCTOPOHHETO KpUTEpHUS
Oumepa) OTIUYAINCH OT AETEH KOHTPOIBHOH rpymmbl (Tabnuma 1), 4YTO MO3BONAET
Mpeanoaaratb TeHEpalN30BaHHBIA XapakTep MIUCIUIa3MM COEOUHUTENBHOM TKaHU ¥y
MAI[MEHTOB C aHOMAJILHO PACIIOJIOKEHHBIMU XOpJaMH B ITOJIOCTH JIEBOT'O JKEITYA0UKA.

Tabmuua 1. PacnpocTpaneHHOCTh BHecepAe4HbIX peHOTHNHNYECKUX NPU3HAKOB
COeMHUTEIbHOTKAHHON THCILIa3MH B TPYNIAX JeTeil ¢ aHOMAIBbHO
PpacnoyIoKeHHbIMHI XOPAaMH U B KOHTpoJIe.

YacToTa BCTpe4aeMOCTH MPU3HAKA

rpynma Nel | rpynma Ne2 | rpynma Ne3 | KoHTp.rpymnma

DeHOTHITHY eCKHIi (n=26) (n=45) (n=73) (n=60)
NpU3HAK % % % %
AcTeHnueckas 38,4 40.0 438 me > 10.0

KOHCTUTYI U




lMunepmMoOHIEHOCTE 53,8 444 31,5 -
CYCTaBOB

[IpuBBIYHBIC BHIBUXH, 3,8 2,2 1,3 -
MMOIBBLIBUXU

[IpononbHOE 15,3 17,7 27,8 He >10.0
IUIOCKOCTOINE UIIN

BaJIbrycHas fedopmanus

CTOII

CanpaeBuIHas ICb 30.76 31,1 35,61 He> 5.0
X-u O-o06pa3zHoe 3,8 4,4 4,1

VICKPUBJICHUE TOJICHEH

Hapymenue ocanku 3,8 8,8 10,7
BoponkoobOpazHas 19,23 244 30,5 -
nedopManusi TpyAuHEI

KuneBugnast nepopmanus - 2.2 2,6

T'PYIUHBI

Ckonnos 15,38 244 31,5 He> 15.0
[MunepnurmenTanus KOxXu 3,8 4.4 12,1

HaJ OCTUCTBIMHU

OTPOCTKaMU

[pu3zHak Gombmioro 23,07 28,8 24,65 He >5.0
rnajblia

[Tpu3Hak 3anmsacTes 30,76 28,8 24,65 He >5.0
V inHenue 2 manela 34,61 40,0 43,83 -
CTOIIBI

V nmnHenwue 4 manela 30,76 333 39,72 -
KUCTH

Uckpusnenre HOCOBOM 3,8 4.4 54

TIePEropPOJIKU

[TaTHA «KOJE C MOTOKOM 30,76 37,7 41,09 He >5.0
IToBbIIICHHAS 34,6 31,1 32,87 He >5.0
PaCTsHKUMOCTh KOXHU

Cyxasi MOPIIMHUCTAS KOXKa - 8.8 9,5

I'emaHTHOMBI, 3,8 6,6 2,6

AHTHODKTA3HHU

Muomnus 30,76 46,6 61,64 e > 25.0
[Iporpeccupyromas - 6,6 8,2

MaTOJIOT U 3PEHUS

OCOOEHHOCTH CTPOCHUS 3,8 13,3 10,9

YITHOW PaKOBUHBI

AHoMaJIny npuKyca 7,6 8,8 17.8

['porxu 11,5 13,3 16,4

BapukosHoe pacmmpenue - 2,2 12,1

BEH

KonunuectBo orl no6 or3 go7 ot 2 nol0
OJTHOBPEMEHHO

BBIABJICHHBIX IMTPHU3HAKOB




| CT/l y ogHOro uenoBeka

U3 tabmunpr Nel cremyer, 4To B KOHTPOJIBHOM Tpymie He OblI0 OOHApy:KEHO TaKHX
MPOSIBICHUN AWCIUIA3MH COCOUHHUTENBHOM TKaHU, KaK THUIEPMOOMIBHOCTH CYCTaBOB,
HANIW4Ms BBIBUXOB M TIOABBIBUXOB, BOPOHKOOOpPa3HOW W KWUJIEBUIHOW AedopMariu
rpynHON KieTkH, yanuHeHud Il nansna cromsl u IV manbpia KucTH, Cyxoil MOPIIMHUCTON
KO)KM, THIIEPIIUTMEHTALMM KOXKH HaJl OCTHUCTBIMH OTPOCTKAaMH, IPOTrpeccHpyoLIei
MaToIoruu 3peHus. Yacrora BCTPEUYaeMOCTH TaKMX IPHU3HAKOB, KaK AacCTEHHYECKOE
TENIOCIOKEHUE, MPOAOIBHOE IUIOCKOCTONKE, BOPOHKOOOpasHasi nedopmamusi rpyxHon
KJIETKH, CKOJINO3, MUOMNMSI, YBEINUMBaETcs B Tpymie aere nmeronmx APX ¢ Bozpactom.
Hanportus, BbIABICHHE THUIEPMOOMIBHOCTH CYCTaBOB CHIDKaeTcss K 17 romam modtu
Brpoe. CTaOWIBHBIMH HE 3aBHCHMO OT BO3pacTta pe0eHKa MpU3HAKAMH SBISIOTCS:
MOBBIIICHHAS PACTSDKMMOCTh KOXKH, NPHU3HAKH «OONBLIOTO THalblay H «3aIlsiCTh»,
ynauHenue Il manena cromsl m IV manbna KuCTH, caHAaleBHIHAs IIENb, HATWYME
MUTMEHTALNH TUIa «KopeHHoro maTHa». B uccnemxyemoii rpynmne OTMEUEHO yBEIHUCHHE
KONTM4eCTBa (PEHOTHINYECKUX MAPKEPOB «CcIabOCTH» COCOMHUTENBHON TKAHU y OJHOTO
M Toro xe pedeHka ¢ Bo3pactoM oT 1 — 3 g0 5 — 7 B 30,1% ciyuaeB, Torma kak B
KOHTPOJNBHOW Tpymnmne MNoJo0HOHM NUHAMHKM HeE BBbIsIBIEHO. Hamu BBISBIGHO, YTO
KIIMHUYECKasl KapTHHA HE 3aBUCUT OT KOJMYECTBA BHECEPACUHBIX MPHU3HAKOB JAVCIIIIA3UU
COCAMHUTEIBHON TKaHU 3a UCKIIOYEHHEM TEX CIy4aeB, KOrja y peOeHKa BCTPEUaroTCs
BOpPOHKOOOpa3Has naedopMarusi rpyaHOH KieTku u ckonmuo3. [Ipu coueranumu APX u
HapylIeHUH CTPOEHUs TPYJHOrO OTAENa TO3BOHOYHMKA YacTOTa  BBISBICHUS
JKEIYyJOYKOBOM DKCTpacuCTONMU Bo3pacTaeT Ha 32,1 %, B omnmnune ot aereit ¢ APX Oe3
JaHHBIX aHoMaJuid ckenera. [Ipu 3ToM BopoHKOOOpa3Has Aedopmanus TpyAHON KIETKU
M CKOJMMO3bl TPYJHOrO OTAeNa TO03BOHOYHWKAa y jereii 0e3 APX ma OKI
CONPOBOXKIAIOTCS HApYLICHHEM BHYTPIKEIYI0YKOBOH mpoBoxumocta (21,3% cimyuaes)
W HENOJHOW Onokamoi mpaBoil HOXKHM myuyka [uca (17,5 % cnydaeB) Oe3 BBISBICHUS
9KCTPACHUCTONHNH. BeposaTHO, UTO HapylIeHHe SKCKYpPCHH TPYAHON KJIETKH U U3MEHEHUE
pacronoXeHusi ceplla B Hel NpU yKa3aHHBIX AedOopMalusX CKeJeTa CIIOCOOCTBYIOT
peanmzauuu aputMoreHHoro BimsiHus APX. Crnemyer otrmeruTsh M TOT (akT, dUTO
apuTMOreHHocTh APX yBenmnumBaercs NpU HMX MHOXECTBEHHOCTH. OJTHOBpEMEHHOE
BbIsIBIICHHE Y peOeHKa 7 1 OoJiee BHECEPACUHBIX (PEHOTHIUYECKUX MPU3HAKOB TUCTIIIA3HN
COCAMHUTEIBHON TKAHU COUETACTCS C TOBBILICHHON TPaOeKyIsIPHOCTHIO MOJIOCTH JIEBOTO
kenynodka B 68, 3%, a BBIABISIEMOCTh Pa3lWYHBIX HApYIIEHUWH pUTMa y 3THX AeTeil
coctasirieT 89%.

BrIiBOaBI

1.BHemrHre (eHOTUMUYECKHE MPOSBICHUS TUCIUIA3UHA COSITUHUTENFHON TKaHU JTOJKHBI
OLICHUBATbCA KOMIUIEKCHO M, IMPU HX COBOKYIHOCTH, HAICIMBAaTh Bpadya Ha IOUCKHU
MPOSIBIICHUN «CITAa00CTH» COCAMHHUTEIBHOTKAHHBIX CTPYKTYP CO CTOPOHBI BHYTPEHHUX
OpraHoB.

2.V nperei ¢ APX B JDDK nmuciiasusg COCOUHHTENHLHOM TKAaHM HOCHUT CEMEHHBIN
TeHepaNTu30BaAHHBIN Xapaxrep H MPOSBIISIETCS HaJIMYHUEM BHECEPICUHBIX
(hEHOTUITUYECKUX MAPKEPOB «CIa00CTH COCTUHUTENBHON TKAHU.



3.0mHOBpeMeHHOE 0OHapyXeHre y peObeHka 7 u Ooliee BHECEPICYHBIX (EHOTUITHIECKUX
MPU3HAKOB JHUCIUIA3UM COCOMHHUTENBFHON TKAaHU MOBHIIIAET BEPOATHOCTH OOHAPYKEHUS Y
peOeHKa MHOKECTBEHHBIX Xop/ B monoctd JIK 1 mo3Bomnsier oTHeCTH peOeHKa B TPYIIY
BBICOKOTO pricka 1o pa3sutuio HCP.

4.Hammuue y pebenka ¢ APX BopoHkooOpa3HO# nedopMany TpyAHONH KIETKH U (M)
CKOJIMO3a TPYJHOTO OT/efia MO3BOHOYHUKA SBIISETCS CIIOCOOCTBYIOIIMM (PakTopom uist
BO3HUKHOBEHUS HKCTPACHUCTONINH.

5. deru ¢ APX B JIXX yrpoxaeMsl o BO3HUKHOBEHUIO BropuuHoro [IMK.
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SOME CLINICAL PHENOTYPICAL PECULIARITIES OF CHILDREN WITH ANOMALY
SITUATED CHORDS IN THE LEFT VENTRICULAR CAVITY

LV.Tsvetkova, H.V.Dmitrieva, O.B.Gomenjuk

The present research was aimed at identification of out of heart markers of dysplasia of
connective tissue in children of school age with anomaly situated chords in the left
ventricular cavity. We discuss the influence of the spread of out of heart effects of dysplasia
of connective tissue upon the formation of the clinical picture in the above mentioned

group.



