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YACTOTA U KIMHUYECKUE ITPOSABJEHUSA ITPOJIAIICA
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Annomauyun: Cpeou mHocoobpasus kiunuyeckux nposenenuti J[CT y oemeii
sadicHeluiee Mecmo OmeoOUmcs UsMEHEHUIM CepOeyHO-COCYOUCMOU CUCMEMb,
20e  gedywee  mecmo  saHumaem  IIMK.  Henaace  ewvipascenuem
2eHepanu3oeannoco  oepekma  coeounumenvrou mkanu, IIMK uacmo
coyemaemcs ¢ Opy2umu OUCHAACMUYECKUMU UBMEHEHUSAMU, NPOABIAIOUUXCSL
KaK COBOKYNHOCMb (DeHOMUNuYeckux npuzHaxog opearnuzma. Y oemeii ¢ IIMK

MH02006pa3HClﬂ KIUHUYeCKas cumnmomanmurxka He ucdepnoleaenicia Jaullb
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FREQUENCY AND CLINICAL MANIFESTATIONS OF MITRAL
VALVE PROLAPSE IN CHILDREN ASSOCIATED WITH
PHENOTYPIC MANIFESTATIONS OF CONNECTIVE TISSUE
DYSPLASIA

Annotation: Among the variety of clinical manifestations of DST in children, the
most important place is given to changes in the cardiovascular system, where
the leading place is occupied by PMK. As an expression of a generalized
connective tissue defect, PMC is often combined with other dysplastic changes
that manifest as a set of phenotypic signs of the body. In children with PMC, the

diverse clinical symptoms are not limited only to the defeat of the
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cardiovascular system and are very often associated with phenotypic
manifestations of connective tissue dysplasia.

Key words: cardiovascular system, mitral valve prolapse, mitral regurgitation,
connective tissue dysplasia, phenotypic manifestations, asthenic constitution.

[Iponanc wmutpansHoro kiamana (IIMK) oTHocuTcss K  yucny
pacmpoCTpaHEHHBIX MajblX aHOMaluh cepaua W Hauboliee W3YYEHHBIX
NIPOSIBIICHUM TUCIUTa3uu coenuanTenbHol Tkanu (J1CT). (2,7,12)

Jlucrinasum COeIMHUTENIBHOW TKAHU OIPEAENSAIOT KaK CaMOCTOSITEIbHYIO
HO30JIOTHYECKYI0  (OopMy,  MOJUT€HHO-MYJIbTU(PAKTOPUAIILHOTO  TEHE3a,
XapaKTEPU3YIOIIYIOCS TE€HETHYECKOW HEOJAHOPOJHOCTBIO U  OTHOCHTEIBHO
T0OPOKAYECTBEHHBIM T€UEHUEM, OObETMHEHHYIO B CHHAPOMBI U (DEHOTHUIIBI HA
OCHOBE OOITHOCTH BHEIIHUX U /WM BUCIIEPAILHBIX MpU3HaKoB. (1,3,5)

Opnako He Bceraa BHemHWe (¢QeHoTunuueckue mposiBiaeHus JCT
coyeTaroTcsi C JUCOYHKUIUEH BHYTPEHHHX OpIraHoB, W Ha000poT,
JUCIIACTHYECKUE U3MEHEHHSI BHYTPEHHUX OPraHOB HE BCEr/la acCOLMUPYIOTCS
¢ penorunuueckumu npusznakamu JICT. (3,4,8)

CoenunutenbHas TKaHb cocTaBisseT 50% maccsl Tena u JICT garie umeer
pacpOCTPAHEHHBIM XapakTep, PEXE — JOKAIBHBIA C NPEUMYILECTBEHHBIM
HOpakKeHUEM KaKoro-mbo oprana wiu cuctemsl. (1,3,7)

JICT B menmaTpuu XapakTE€pU3yeTCsl BBICOKOW YACTOTOM, BBIPAKEHHBIM
KIIMHAYECKUM TIOJUMOP(PU3MOM M CIIOKHOCTHIO JUATHOCTUKH U JICUCHMS.
Hapsiny ¢ BbIpaXK€HHBIMH CUHAPOMHBIMU BapUaHTAMU CYIIECTBYET MHOKECTBO
cTépThiX, nepexoaHbix ¢opm JICT, CyliecTBEHHO H3MEHSIOMMNX KIWHUKY W
nporHo3 accouunpoBanHbix ¢ JICT 3aboneBanuii BHyTpeHHUX opraHos. (3,4,10)

Cpenun MHorooOpaszus kinuHuyeckux nposisaenuit JACT y gereit
Ba)KHEHIIEE MECTO OTBOAMUTCS H3MEHEHHUSIM CEepIEYHO-COCYIHUCTON CHUCTEMBI,
rae Begyuee mecto 3annmaet [IMK.

B cootBeTcTBMM C COBpPEMEHHBIMM NpeAcTaBiIeHUAMH B ocHOoBe [IMK

JICKUT T'CHCTHYCCKHU O6y0J’IOBJ’IeHHaH HCIIOJTHOICHHOCTD KoOJl1arcHa,
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OPUBOASINAS K HM3MEHEHHUIO MEXaHUYECKHUX CBOMCTB CTBOPOK MHTPAIBLHOTO
KJIallaHa ¥ WX CIOCOOHOCTH MPOTHUBOCTOSITH OOBIYHOMY JIaBJICHUIO B TOJIOCTH
JICBOTO SKENMyJouKa. SIBISISICH BBIPAXKEHUEM  T€HEpaIM30BaHHOTO JedekTa
coenuuutensHot  Tkanu, [IMK  wyacto  coderaercs ¢ ApyrumH
JTUCIUIACTUYECKUMHA  W3MEHEHHSIMU, TPOSIBISIONIMXCS KaK  COBOKYIHOCTh
(EeHOTUITNYCCKUX MPU3HAKOB opranu3ma. (4,6,9)

IIpuBen€nHple nUTEpaTypHBIE MAaHHBIE YyKa3plBalOT Ha TO, uro [IMK
ABJISIETCSL OJHUM U3 MPOSIBIICHUM COEIMHUTEIbHOTKAHHOM  JIUCIIIA3UH,
TpeOyIolero  JaibHEHMIIero W3y4yeHus, MO0 MPUYUHE MNoJUMopduzMa
KJIMHUYCCKHUX TPOSBICHUHN U CJI0XHOCTH JMArHOCTUKH U jeueHus. (1,3,5,11)

B cBsi3u ¢ TeM, uto Bompockl o coueranuu [IMK ¢ dbeHoTunuyeckumu
npusHakamu JICT ocraroTcst 1ucKyTaOeabHbIMU, HaMU ObLTa OCTaBJICHA HeJIb:
BBISIBUTH YACTOTY U KJIMHUYECKHUE MPOSBICHUS MIPOJIarica MUTPAJIBLHOIO KJlalaHa
y  JeTei, accouuupyemMoro ¢  (EHOTUIUYECKUMH  TPOSBICHUAMHU
COCIMHUTEILHOTKAHHOW TUCTIIa3UH.

Pe3yabtarbl. Pabora BbimonHeHa Ha 0aze OOIacTHOTO JETCKOTO
MHOTOIMPO(PMIBHOTO MEIUIIMHCKOTO IeHTpa TI. AHAMWKAHA pecrmyOIuKu
V36ekucran. Ilon HaGmoneHuem Haxoawioch 60 nerelt ¢ BepupuIUPOBAHHBIM
JIMarHO30M MPOJIaNc MUTPAIBHOTO KIIanaHa, U3 4ucia KoTopbiX y 40 manueHToB
c IIMK ormeuamuce denorunuueckue mnposiienuss JCT. Quarnoz I[IMK
YCTAHOBJIEH TIOCJE€ KOMIUIEKCHOTO KJIMHUYECKOT0, HWHCTPYMEHTAJIBHOTO U
nabopaTopHOTo 00cieoBaHusl. B KoMIuieke 00s13aTeIbHBIX HHCTPYMEHTAIBHBIX
uccnenoBanuii Bxomwin: OKIT (B 12 oOmEnpuHSATHIX OTBEACHUAX IS
BBISIBJICHUSI PA3JUMYHBIX HAPYIIEHU pUTMAa U MPOBOAUMOCTH, HAIUYUA
runieptpoduu kamep cepana) u IOxoKI' (oOcnemoBaHue mpoBoauiioch B 2][
pexume ¢ ucrnojibzoBanuem aoreporpadun). [IMK auarnoctupoBaiics npu
MaKCUMAJIbHOM CHUCTOJMYECKOM CMEIIEHUU CTBOPOK MUTPAIBHOTO KiamaHa 3a
JUHUIO KOJIbIIa MUTpPAJIBHOTO KjamaHa Oojiee, yeM Ha 2 MM. l3MmepeHue

TOJIIIUHBI CTBOPOK IPOBOAMUIIOCH B AUACTOJIY B HUX cpeﬂHeﬁ 4qaCTHU, YTOJIICHHUC
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Oonmee 5 MM  CBUJAETENILCTBOBAJIO MX MHUKCAaMaTO3HOW naereHepaiuu. JlyivHa
CTBOPOK TaK)K€ OINpPEAENsuIach B AUACTOIY OT TOYKH NPUKPEIUIEHUS K KOJBILY
MUTpaJIbHOTO  KjamaHa Jo0 cBoOoaHoro kpas. CreneHb MHTPaIbHOM
pEerypruTanuy OlleHUBAJIACh BU3YaJIbHO 10 ITJIOIIAIN CTPYU KPOBH.

Huarno3 IIMK ycraHaBmuBasim 1IpM COYETaHUM JBYX IJIABHBIX
MpU3HaKoB: aycKyJapranuu U OxoKI'. Hannune npru3HAaKOB IHUCILIACTHYECKOIO
Pa3BUTHS COCOUHUTEIBHOTKAHHBIX CTPYKTYp OLIEHHUBAJICA 110 AaHAMHE3Y,
OCOOEHHOCTSIM KOHCTUTYIIMH, CTPOCHHIO CKeJeTa, Yeperna, TPyIHOM KIIETKH,
COCTOSIHUIO KO>KHBIX TIOKPOBOB U MOOMJIBHOCTH CYCTaBOB.

Bo3pactHoii auana3zoH coctaBuin 3-17 7ner, npuyéM HamOOJbLIWN
yAEIbHBIA BEC MNPUXOAUTCA Ha Bo3pacTHyto rpynmyl0-13 mer (40%). Ilo
MO0JIOBOMY TPHU3HAKY JI€BOYEK OBUIO B JIBa pa3za OoJbLIE, YeM MaJbYMKOB —
67,5% un 32,5%.

B cBs3u ¢ mynbTudakTopuaibHeiM npoucxoxaeHueM [IMK namu Obumu
U3Y4YeHbl BO3MOXKHbIE (PAKTOPbl PUCKA, MMEIOLIME BEPOSITHOCTh BIUSHUE Ha
(dbopMUpOBaHKE aHOMAJIUI CTBOPOK MUTPAJIBHOTO KJlalaHa.

N3 ocobGeHHOCTEH NEepHHATAIbHOIO aHaMHE3a HAMHM YCTAHOBJIEHO, 4YTO
JI€TU POXKIEHBI OT MATOJOTMYECKM MPOTEKaBIIEH OEpeMEHHOCTH M POJOB Y
matepeil B Bo3pacte crapuie 30 ser (82%). bonbinoe 3HadeHue B
NepUHATAIBHOM AaHAaMHe3€ OOCIIEIOBAaHHBIX JIeTed HMENM MpeHaTalbHbIe
HEOJaronpusTHble (aKTOpPbl, CPEAU KOTOPBIX CIENYET BBIACIUTH TOKCHUKO3BI
oepemennoctu (95%), yrposa Beikuabima (57,5%), anemus y marepu (100%).
W3 unTpanatagbHbIX (PaKTOPOB pUCKA C HAMOOJIbIIIE YaCTOTOM BCTPEYAINCH
achukcus miogaa u HoBOpoxAEHHOTO (30%) U HapylleHue POJOBOTO aKTa IO
nutenbHoctu  (15%). Ilo aHamuzy comaTtmyeckoro craryca 25% Jnerei
oTHeceHbl B rpynny Ub/[ mo ocTpbiM peciupaTopHbIM 3a0071€BaHUSIM.

[Ipu BHemHeM ocmotpe obcneayemoi rpynmel nereid ¢ [IMK namum

OTMEYEHO MpeodJiaJlaHue JIETe ¢ aCTeHW4ecKod koHctutyimen (67,5%), kak
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(EeHOTUNTMYECKOMY TPHU3HAKY JUCIUIA3UM COEIUHUTEIBHOW TKAaHHW, MPUYEM Y
MaJbUMKOB aCTCHHUECKOE TEJIOCI0KEeHNE HAaOII0AaIOCh Yallle, YeM Y IeBOYCK.

ACTEHUYECKYI0O KOHCTUTYLIMIO MOXHO OOBSICHUTH T'€TepOXpPOHUEH
pPa3BUTHS OTHEJIBHBIX OPraHOB M CUCTEM, KOTOpas 3aJ0’)KEHa B T'€HETUYECKOU
[IpOorpaMMe OHTOT'€HE3a YeJIOBEKA, OJHAKO, JIPYrue FreHETUYECKUE WUIIN BHEIIHHE
(bakTopsl MOTYT BbI3BaTh 3HAYMTENIbHbIC WHJMBHUIYyaJIbHbIE€ OTKJIOHEHHUS OT
3aIaHHOM TpOTrpaMMbl KaK BO BHYTPUYTPOOHOM, TaK U B IOCTHATAJIHHOM
nepuoJiax, Korja OJHM YacTH Tejla WM OpraHbl pacTyT ObICTpee NPYTux, WM
Ha000POT, POCT U30UPATENBHO 3aMEIIISETCS.

Onnako,  HE3aBUCUMO  OT  KOHCTUTYLUHUM  JI€Te  BeayIIUMU
(GEHOTUNMUYECKUM TPU3HAKOM JIUCIIA3MHM COSTUHUTEIHHOM TKaHU MO YacTOTe
BBISIBJICHUS ObUI CHHAPOM THIEPMOOMIBHOCTU cycTaBoB (77,5%), KOTOpBIN B
83,8% caydaeB CONMPOBOXKIAJICS BBIPAKCHHBIM OOJICBBIM CHMITOMOM. Yarie
JIPYTUX apTpaJirMd BO3HHUKAJIU B KOJEHHBIX cycTaBax (15%), B MeIKux cycraBax
pyk u Hor (17,5%) m y 3-X gereil apTpairusi HOCWJIA TE€HEPATM30BAHHBIMI
xapaktep. bonu B cycraBax HOCWIM HOIOIIMKM XapakTep, C TEHACHIUEH
YCUJIEHUd K BeUepy H© € Pa3IUYHOM NPOAOLKUTENBHOCThIO. [lpu
WHCTPYMEHTAJIbHOM 0oO0clieIoBaHUM JaHHOW kateropun jgered ¢ [IMK
MIPU3HAKOB apTPHUTA BBISIBJICHO HE OBLIO.

N3 apyrux ¢enotunuueckux npossiennit JACT y nereir ¢ [IMK umenu
Mecto: aedopmanus TpynHoN kieTku (47,5%), MOBBIIIEHHAs PaCTSKUMOCTD
koxu (20%), napymenue npukyca (10%) u mockocromnue (27,5%).

PaccmarpuBas HauOonee XapakTepHble W 4YacTO BCTpEYAIOUIUECS
cUMIITOMBI y obcienyeMbix aetedt ¢ [IMK, Hamu BbIJieIeHBI KaK KapIUaJbHBIC
CUMIITOMBI, TaK M JKCTpakapAuadbHbIC MPOSBICHUS COCIUHUTEIHLHOTKAHHOM
JUCIUIa3UH.

Kapauanenasie cumntoMsl Betpedanuch y Beex aereu ¢ [IMK. Benymnmu
M0 YaCTOTE BBISIBJICHUS ObLIU KapAuairus, cepaleOueHue, ObIIIKa, YyBCTBO

HeXBaTKH Bo3myxa. JKamoOwl Ha Oonm B 00JacTH cepAma MPEAbSBISUIA ACTH
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nKosbHOro Bo3pacta 12-17 ner (25%). bonu KpaTkOBpeMeHHbIE, HOCHIIH
Kororuii  xapaktep. llpm ananmm3e (akTopoB, MPOBOIUPYIOMHUX OOJIEBOM
CUHAPOM B 00JacTH cepAlla BBIICICHbl TaKhe NPUYUHBI KaK CTPECCOBBIC
cutyanuu (30%) u nepeyromsenue B mkone (35%). ¥ 40% nereit kapauanruu
BO3HUKaNW croHTaHHO. [losBnenue oxwimmku (10%) u cepaneduenus (15%)
netu ¢ IIMK cBs3piBanm ¢ Qu3nueckoil Harpy3koil, a Takue KajmoObl Kak
HEOOXOIMMOCTh TEPUOAMYECKU IeNaTh TIyOOKHE BIOXU, YYBCTBO HEXBATKH
BO3JlyXa, HEYJOBJICTBOPEHHOCTh BIOXOM BCTpevanach y 67,5% u3 ducia Bcex
ob0cnenoBanubix geteit ¢ [IMK. Kapauanrus u cepaueOueHus BCTpedaUuCh C
OJIMHAKOBOW YaCTOTOM KaK CPEId MAJIbYUKOB, TaK U CPEAH JICBOUYCK, B TO BPEMsI
KaK YyBCTBO HEXBAaTKH BO3/lyXa B 3 pasa yallle OTMEUYaJioCh y JE€BOYEK CTapIIIeii
BO3PACTHOM T'PYTIIBI.

VY Bcex nmerel BBISBICHBI XapaKTEPHBIC ayCKYIbTAaTHBHBIC MPOSBICHUS
[IMK B Buae H30JIMPOBAHHOTO  cucTojgumdyeckoro mymMa (52,5%),
U30JIMPOBaHHOTO Iemdka (27,5%) WM codeTaHWe INETYKOB C CHCTOJIMICCKUM
rymoM (20%).

Bcem gnersm mpoegeno OKIT uccrnemoBanue B 12 oOHIEHPUHSTHIX
orBefieHUsIX. Anamusupys pesyiabtathl OKI' - y 90% nerelt oOHapyKeHBI
paznuyHbBIe HApyUIEHWs pUTMa U THpoBoauMocTd. Hambonee yacrto
JUArHOCTHpOBaHa  CHHycoBasi  Taxukapaus (35%), pexe cuHycoBas
opamukapaus (18%). Ilpm aHamm3e AUCTAIBLHOH YacTH IKEIYJOYKOBOIO
xomruiekca y aereit ¢ IIMK BoisiBieHbI HapyiieHus penosipuszarmu (17,5%).
HamxenyqoukoBble SKCTpacHCTONIMM  BeTpeuainuch y 3 geredt  (7,5%).
Hapyienus mnpoBeAeHUs CEpeYHOT0 HMMIYJIhCa B HAIIUX HCCICAOBAHUSX
NPE/ICTAaBIICHbl HEMOJHOW OJoKaAoW mnpaBod HOXKM myuyka I'mca (27,5%) wu
aTPUOBEHTPUKYJIAPHOU nucconmarmei (15%).

[IponabupoBaHre MHUTPATBLHOTO KJalaHa y BCEX OOCIEMIOBAHHBIX JETei
OTPEEISUIOCh HA OCHOBAaHUHU THUITUYHBIX 3XOKApAUOTPadUUSCKUX MPU3HAKOB —

HaJIM4uWsg TIIPOBHCAHHA CTBOPOK MHUTPAJIBHOI'O KiallaHa B IIOJIOCTB JICBOI'O
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npeacepaus 6osee yeM Ha 2 MM. [1o Mepe BhIpaKE€HHOCTH MPOTUOAHMS CTBOPOK
MaKCHUMAJIbHYIO TPYIITy COCTaBWJIM JIETU C MEPBOM CTENEHBIO MPOJa0UPOBAHUS
- 62,5%; Bropas (32,5%) ™ Tpetrbs (5%) creneHu MpoIaOUPOBAHUS
BCTpEYAIUCh 3HAYUTENbHO peke. [lo BpemeHu BO3HMKHOBeHUs 35% merteil c
paHHUM MPOJIAOMPOBAHKMEM TIEpEIHEH CTBOPKH MUTPAIBHOTO KianaHa; y 47,5%
JIeTeN — 0TMEYaIoCh MO3/IHEE MPOJIaAdUPOBAHUE BO BTOPYIO MOJIOBUHY CHCTOJIBI.
VY nByx gereir (5%) 7 m 13 et oOHapy»XEHO YTOJIIICHUE MEPEIHEH CTBOPKH
MUTpPaAJIBHOIO KJIAamaHa 10 5 MM, YTO HaMH PaClEHEHO, KaK UX MUKCOMATO3Has
JiereHepalusl.

Hapsiny ¢ uccnenoBaHMeM CTPYKTYPHBIX OCOOEHHOCTEM MUTPaIbHOTO
kiamnana y geteit ¢ [IMK, Hamu nipoBejieHa olleHKa MUTPAJIbHON perypruTaium.
MurtpanbHasi peryprutaiusi ObUla BBISIBIEHA Y BCEX OOCIEIOBAHHBIX HaMHU
neteit ¢ [IMK, He3aBuCUMO OT cTeneHu npoaadupoBaHUs CTBOPOK.

N3 yucna pereit ¢ [IMK 70% - ¢ | crenensto peryprutaruu; 30% - co |l
CTENEHbIO peryprutauuu. MurtpanesHas peryprutaius |1l crenenu B npouecce
Ox0KI' ¢ momieporpadueii cpeau 00CIelyeMbIX BbIsIBIIEHA HE ObLa.

ComocTaBisisi  4acToTy  (DEHOTUIIUYECKUX  MPOSIBICHUN  JAUCIUIa3UU
COEMHUTENBHOM TKaHHW B 3aBUCUMOCTU OT creneHu [IMK, namu ycranosieHo,
gto cpenu gerei ¢ | cremennto IIMK yare BBISBISIICS aCTEHHMYECKUN THIT
KOHCTUTYIIUH (76%) ¥ TUIEpMOOMIBHOCTD CYCTAaBOB C BBIPAXKEHHBIM OO0JIEBBIM
cuaapomom (80%). VYV nmereit co Il m Il crenmenpro IIMK Bemymumm
dbenotunmueckumu nposBieHusiMu JJCT Obutn — nedopmarnius rpyaHON KIETKH
(84,6% u 100%) u mmockoctonue (53,8% u 50%).

Takum oOpazoM, BbICOKas 4YacToTa (HEHOTUIUYECKUX MPOSBICHUIN
JUACIUIa3uM coeqMHUTENbHON TKaHu y aerter ¢ [IMK ykaspiBaeT Ha TO, 4TO
MHOTrooOpa3Hasi KJIMHUYECKass CUMIITOMAaTHKa HE MCYEPIBIBACTCS JIMIIb
MOPAXKEHUEM CEPAEYHO-COCYAUCTON CcuUCTeMbl. Hanmuume TeX WM MHBIX
JIUCIUIA3UM COCIMHUTEIBHOW TKAHW y JETEU IOJKHO CIIY’)KUTh OCHOBAaHUEM K

nposeaeHnto DxoKI™ mist nmarnoctrku 6eccumnromuoro IIMK.
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