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AHHOTAIUA
CpaBHHBasi 4acTOTy (PEHOTHIIMYECKHMX HPOSBICHHUI MUCIUIA3UM COCIMHUTENBHON TKaHH B 3aBHCHMOCTH 0T creneHu IIMK, aBTopsl
obHapyxuy, uro cpeau gereit ¢ [IMK I crenenu yaiie BBISBILSIIOT aCTEHUUYECKHH THIT KOHCTUTYIMH (74%) M rUnepMOOMIBHOCTE CYCTaBOB C
BBIPOKCHHBIM O0JieBbIM cHHAPOMOM (79%). V¥V pereit ¢ IIMK II u III crenenu Bemymmmu ¢eHorunudeckumu npossienusamu JCT Obuti
nedopmanus rpyaHoit kietku (82,3% u 96%) u mnockocromnue (52,7% u 52%). Hannune HEKOTOPBIX AUCILIA3UH COCIMHUTEIBHON TKAaHU y JeTel
JIOJDKHO CJIY’KUTHh OCHOBaHHEM UL IPOBEICHIUS XOKapANOrpaMMBbl JUTsl IMarHOCTHKH GeccummTomHoro IIMK.
KiioueBble cj10Ba: I€TH, IPOJIAIIC MUTPAIBEHOTO KJIANaHa, COSIMHUTEIBHOTKAHHAS AUCILIA3Hs.

I'anueB A6aypamma I'anneBna

T.¢.H., HoLeHT, rocnuTal HeauaTpus kadeapacu Myaupu
AHKOH J1aBnaT THOOUET HHCTUTYTH

Anmmxon, Y36ekucran

BUPUKTUPYBYM TYKUMA JIUCILJIAZUSICUH BUJIAH OFPUTAH BOJIAJIAPJIA MUTPAJI KOITIKOK ITPOJIAIICHA

MBII napaxacura kapa®d OMPUKTHPYBYM TYKMMa JUCIUIA3MSCHHUHT (DEHOTHIHMK HAMOEH OYIMII 4acTOTACHHY TakKociald, myammuduap 1-
napaxany MKII Oynran Oosamap opacuna KOHCTUTYLHMSHHHI acTeHUK Typu (74%) Ba KywId OFPHK CHHAPOMH OyiraH OYFuUMIIapHUHT
runepmobmutiru (79 % sxannurunu aHukiaagwiap) kynpox anukinanagd. MKII I Ba III napaxanu Gonanapra BT/l HUHr eTtakdn (eHOTHUIIUK
KypuHHILIapu Kykpak Kadacu nedopmanmsicu (82,3% Ba 96%) Ba Tekuc oéknap (52,7% Ba 52%) »au. bonanapna OupuKTHpyBYM TYKHUMa
JUCIIa3UACUHUHT MaBXyuiuru acemnromaruk MKII tamxucunm KyHuI ydyH 9XoKapAHOrpaMMaHu YTKa3HILI Kepak.

TasiHy cy31ap: Oosanap, MUTpal KONKOK IPOJIANCack, OUPUKTHPYBYU TYKHMAa AUCILIA3H.
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MITRAL VALVE PROLAPSE IN CHILDREN WITH CONNECTIVE TISSUE DYSPLASIA

ANNOTATION

Comparing the frequency of phenotypic manifestations of connective tissue dysplasia depending on the degree of MVP, the authors found that

among children with MVP of the 1st degree, the asthenic type of constitution (74%) and hypermobility of the joints with severe pain syndrome

(79%) are more often detected. . In children with MVP II and III degree, the leading phenotypic manifestations of CTD were chest deformity (82.3%

and 96%) and flat feet (52.7% and 52%). The presence of some connective tissue dysplasia in children should warrant an echocardiogram to

diagnose asymptomatic MVP.

Key words: children, mitral valve prolapse, connective tissuedysplasia.

Homsapomauru. Murpan xonkok nponarncacu (MKII) ropakamar — Tamkm - €ku Buccepan OelrvIapHUHI YMyMUIIMTH — acocHia
9HT' KeHI' TapKaJraH KWWK aHOMaJIsUIapuial OMpH Ba OMPUKTUPYBYM  CHHApOMIIAp Ba (eHoTHILIapra oupiamrupmwiaiu [2, 5, 6].
Tykuma  gucmiaswicuHuar - (BT)  osar  kym  ypraHwiran Bupok, BT/l HuHr Tamky GeHOTUIIMK KYPUHHILIAPH Xap JOUM XaM

KYpUHULUIApHAAH Oupuaup. bBupiamrupyBud TYKMMa IUCIUIA3M  WYKM OPTaHJIAPHHUHT JUCHYHKIMSICH OMIaH OMpIiaITHPUIMalIu Ba
MYCTaKWI HO30JIOTHK IIAKJ, HOJMIeH-MYJIbTU(GAKTOpHan TeHE3UC,  aKCHHYa, MUKW Opramiapiard IMCIUIACTHK Y3rapuiuiap Xap JIOMM XaM
TeHETHK TeTepOXKEHIMK HucOataH Xy ityn OwraH TaBcudumanagu.  BT/] HuHT QenoTHMK Genrunapu 6wian 60ruK amac [1,3,4,6].
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bupnamrupysun TYKrMa TaHa Ba3sHUHUHT 50% HU TaIKHII KUJIa 1
Ba BT/l xyrpok Tapkairal, KaMpoK Te3-Te3 Maxaliuid 0y, OupoH
O6up opraH €KkM TH3UMHMHI YCTYH IIMKACTJIAHWIIM OWJIaH. JaBOJALL
[1,3,5].

3amoHaBU# TymryH4anapra kypa, BT/] komnareHHMHr reHeTuk
KUXATIaH aHUKJIAHTaH MACTIMIUra acocslaHagu, Oy MHUTpal KOIKOK
BapaKJIAPUHUHT MEXaHUK XYCYCUATIIAPUHUHT ¥3rapHIInra Ba yJIapHUHT
Yyar KOpMHYa OYIUTMFUIArd HopMan Oocumra Oapiomr Oepuin
KoOwusitura onubd Kenaad. YMyMuil OMPUKTHPYBUM TYKUMa
HyKCOHUHHUHT uponacu 6ynran MKII kynuHYa TaHaHUHT (QEeHOTHIINK
Oenrmiapy TYIwiaMu cudarnaa HaMoéH Oymaaurad GOMKa AUCTIIACTUK
y3rapunuiap Owan oupnamrupwiam [2,5].

BoJjajapHuHr XycycHSITJIapH Ba TAaIKHKOT ycy/uiapu. Mm
V36exucTon PecryGnukacu AHIMKOH WIAXpUArk BHIOAT Oojanap
KyI TapMOKIM THOOMET Mapka3u Oaszacuia amanra ommpwiad. bus
MUTpaJl KONKOK IPOoJIarcacy OMilaH OFpUraH YCMUPIIAPHUHT KIIMHUK Ba
(GYHKIMOHA KYPCATKUWIAPUHU KyHUIard KUUMK IypyXjapza TaxJIuil
KWIANK: - OUPUKTHPYBYM TYKMMa JUCIUIaszusacu Ownan - 120 nadap
Ooma Ba Yycmuprmap (Oy Typyxra OupiaMud —TYKUMaJapHUHT
nponancaigapd  Ba dacan  mponamnciapu  XaM  KHpaju);
OMPUKTHPYBUM TYKUMa IUCIUIA3MSCUHUHT I QepeHaiamrain
owran - 60 Hadap Oomamap Ba ycmupmap (Oy rypyxra Mapdan Ba
Onepc-Jlannoc cunapoMu 6uitan orpuran 6emopnap kupaau) Hasopar
rypyxura xyanu my émgaru 25 Hadap amanga corioM Oonanap Ba
yeMuprap Kupau.

Harmxkanap Ba myxokama. MKII Tamxucu HKKuTa acocuid
OeNruIapHUHr KOMOMHAUMACH OWaH aHUKIAHAW: ayCKyJTalus Ba
OuoCl'. bupnamrupyBun TYKHMa Ty3HIMAaJapUHUHT JUCIUIACTHK
PHMBOXIIAHUII OSNTWIAPUHUHT MaBXKYJIMT M aHAMHE3, KOHCTHTYLIMSIBUH
XyCyCUATIIAp, CKEJECTHUHI TY3WIUIIM, OOl cysrd, Kykpak Kadacw,
TEePUHUHI XOJaTH Ba OYFUMIIApDHUHI XapaKaT4aHIWUrd OwiaH
GaxonaHaau.

Eur opanuru 3-17 m 6ynu6, sur karra yaym 10-13 m rypyxura
Tyrpu kenaau (40%). XKuue Oyitnya kuznap yru Gosaapra Kaparanaa
UKKH OapaBap k¥ - 67,5% Ba 32,5%.

MKII HuHr mynsrudaxropuan Kenud uMKuIIM OunaH OOFIHK
Xonna, OM3 MHTpal KONKOK TYTYHIapH aHOMaIUAJIApPUHUHT
[AKJUIAHUIINATA TabCUP KWIMIIKM MYMKHH OY/raH XaB() OMUIUIApUHU
Ypraun® unkuk. IlepuHaTan TApuXHUHT ¥3Ura X0C XyCyCUsTIIapuiaH
6u3  OoNaJapHUHT XOMWJIAZOPJIMK Ba TYFUIIHMHT  I1aTOJIOTHK
KapaéHUIaH TYFUITaHIUIMHE aHMKTaauk.30 éman omraH oHanapaa
(82%). Texmmprnaérran 6oJlaJJapHUHT IEPHHATA TAPHXHIA TpeHaTal
canbuii oMwuIap KaTTa axamusrra sra OyiuO, ymap opacuzaa
XOMHJIAZIOPJIMK TOKCHKO3U (95%), Tymmm xaBdu (57,5%), oHamarn
kamMkowmuk  (100%) axparunumu  kepak. MHTpanartan  xaBd
OMHJUIAPU/IAaH XOMWIA Ba SHIM TYFWITAaH YaKaJIOKHUHI TYFHJIMIIN
(30%) Ba maBoMUINMrY OYHMYa TyFHIMII aKTHHUHT Oy3wmum (15%)
9HI OKOpHM duacrorara osra. COMaTHK Xolar TaxJIWiIMra Kypa,
OonanapHUHT 25 honsn YTKUP pecnupaTop KacauIhkiIap Oyinda Tes-
Te3 Kacal OynraH Gonanap rypyxura KUpUTHITaH.

Kypu6 unkunran MKIInu Gonanap rypyXvHH TallKy TEKIIMPHII
naiTuaa Ou3 OUPHKTHPYBYM TYKMMA IMCIUIA3MSACHHUHI (DEHOTHIIMK
Oenrucu cudaruga aCTeHUK KOHCTHTYLHsU OomanapHuHT (67,5%)
YCTYHIMI'MHU Ba y¥ui Oosanap/a acTeHUK (Gu3KMKa KUu31apra Kaparaszia
Te3-Te3 Ky3aTHITaHJINTMHU TabKUJUIaIHK.

ACTeHUK KOHCTUTYLMSIHH MHCOH OHTOICHE3WHUHI T'€HETHK
JIACTypUra KUPUTWITaH MHAMBUIYyall OpraHjap Ba THU3HMIIAPHHHT
PHUBOXJIAHUIIMHUHT XETEPOXPOHUACH OMIIaH M30XJIall MyMKHH, aMMO
OoIIKa TeHeTUK €KM TAIIKK OMMIUIAp IpeHaTal Ba TYFUWIMII JaBpUza
XaM ymly JacTypAaH ce3wlIapid WHIMBHIyall OFHIUIapra onud
KEJIUIIM MyMKHH. IIOCTHATaJl JaBpJap, TAHAHUHI €KU OpraHIapHUHT
6ab3u KucMIIapH OOILIKaIapra KaparaHja Te3poK ycranaa K| akcuHYa,
Yo rannad cekunnamanan. bupok, 6oanap KOHCTUTYUMACHAH KaTbH
Ha3ap, aHMKJIall dacrorach Oyiiuda OUPHKTHPYBYM TYKUMa
JMCIUIa3UACUHUHT  3Takdd  (eHoTunuk Oenrucu  OYFUMIIAPHUHT
runepMoOmuMK cunapomu (77,5%) 6ymuod, Oy 83,8% Xxomnapaa aHUK
OFpHK aoMaru Owian Oupra kenraH. bouikanapra Kaparania Tes-Te3
aprpairus Th3za Oyrummapuna (15%), Kyn Ba OEKIApHUHT KHYUK
oyrummapuna (17,5%), 3 Ta Gonazna apTpanrus yMyMHI Xapakrepra ara
smu. Kymimuanapaaru oFpuk TabuataH OFpuiiy, KeUKypyH KydaluIn
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TEHJICHILIMSICH Ba JaBOMUIMry y3rapu6 Typazu. MKII 6ynran ymoy
Tondanard  OONANAPHUHI  WHCTPYMEHTA] TEKIIUPYBU  apTPUT
6enrunapunu anuknamaay. MKII Oynran Oonamapna BT/l Hunr
Gomka (eHOTUNHUK KypHHMIULIApUra kykpak kadacu nedopmarnmscu
(47,5%), Tepunnnar uyszwmmu (20%), Hotyrpu okkio3uoH (10%) Ba
Tekuc oékiap (27,5%) xupamu.MKII 6¥nran Tekmmpmiran Oonanapaa
9HT XapakKTepix Ba Te3-Te3 ydpaiiurad CHMITOMIIAPHU XUCOOTa OJIraH
xonga, Ow3 OWPUKTHPYBYM TYKMMa JWCIUIA3WSICHHHMHT  OpaK
CHUMITTOMJIAPMHHM XaM, [OpaKkJaH TalllKapyd KypHUHUIUIAPHHU XaM
AHUKJIA]HK.

MKII 6ynran Gapya Oonanapna ropak Oenruiapu maimo Oymau.
AHVKJIaHUII YacTOTAcH Oyinya STaK4ymiap KapAuairis, IopaKk ypHIIy,
Hadac KUCWIWINY, XaBO OSTHIIMACIMIH XHCCH dau. 12-17 &mparm
MakTab yKyBumimapu (25%) 1opak MHUHTaKacHIard OFpPHKJIAP XaKuua
muKosAT  Kuipunap.  OFpuKiIap  KHCKA  MyJUIamId,  [THYOKJIAII
xycycwsitura osra smd. FOpak coxacugarn OFPHKHH —KEITHPHO
YUKapaJIuraH OMMUIAPHM TaxJWI1 KWITaHAA, CTPECCIH BasusATIAp
(30%) Ba makrabma oprukua um (35%) xabu cabGabiap aHHUKJIAHTaH.
Bonanapunar 40 ¢omsuna kapauanrus Y3-y3umaH maino Oymam.
MK]IInu Gonanapna nadpac kucwmmmu (10%) Ba ropax ypumm (15%)
nmaiao Oymuiy >kxucMoHMd (daommk OwnaH OOFIMK OYnnO, BakTH-
BaKTH OWiaH 4yKyp Hadac OJMII 3apypaTH, XaBO STHIIMACIUTH XUCCH
Ba Hadac ONHUIIAH HOPO3WIMK KaOu mmkoaTiaap naino 6ynau. MKIT
6ynran Oapua TekmupuiIrad 6onanapuusr 67,5 pousnna. Kapauanrus
Ba [OpaK ypuIM Yrua Oonanapia XaMm, Kusiapia XaMm Oup Xui
yactoTaga comup Oynmu, Oapua Oomamapma MKIIHuar anoxunma
CUCTONMK IIOBKKH (52,5%), m3oisinust KwinHrad yeprum (27,5%) Ba
CEeKHH ypHIII OWIaH O0CHII KOMOMHANMSCH KYPUHHIINIATY XapaKTepin
ayCKYJITaTUB KYPUHHUIIUIAPH MABXKY[ 3JM. CUCTOJIUK INOBKHH (20%).
bapua Oonanmap 12 ta anwpanaBuil WyHanumpa OKI TekmmpyBunax
Yrxazunn. DK HaTwkanapuan Taxiaun Kwidim - OonanapHuar 90
domsuma TypnaM XWI PUTM Ba YTKa3yBUAHIHMK Oy3WIHIUIAPH
aHMKJIAHAW. DHr KYI TallIXUc KyHWiIran cuHyc Taxukapausicu (35%),
KaMJaH-KaM Xoulapaa cuHyc Opammkapamsicu (18%). MKII 6ynran
Oosanapaa KOpHHYA KOMITIEKCHHUHT IUCTaNl KUCMIHH TaXJ AT KHJIIII

penonapuzanys Oy3WIHIIIApHHH AHMKJTaIN (17,5%).
CymnpaBeHTpUKyYIsIp 3KcTpacucroiuiap 3 ta Oomama (7,5%) comup
Oynran. BuU3HMHI TaJKHKOTIIADMMH3[a IOPAK  HUMITYJIbCIAPHHH

YTKazumgary Oy3uiauIuIap YHr TYIuiaM ONOKMHUHT TYNUK OYiMaraH
onokanacu (27,5%) Ba arpuoBeHTpUKYIIp aucconmanys (15%) Omnan
ndonananagu. bapua Ttexmmpuiran Oosamapia MHUTpal  KOIKOK
MPOJIATICACH THITHK dKoKapauérpaduk Oenrunap acocuia aHUKJIaHIM -
MHTPaJI KONKOK BapakJapHHHHI Yall aTpuyM OYIUIMFUra 2 MM JaH
OPTHK capKMacl MaBXyIUIMTH. BaHa STIINMIIMHWHT 3YpaBOHIMIU
Oyiinua MakcuMal IypyX HPOJIAIICHUHT OUPHHYM Jiapaxkacu OyiraH
OonanapgaH ubopar - 62,5%; mnponancHuHr ukkuHUM (32,5%) Ba
yunrun (5%) napaxanapu Kyaa kaMm ydpaian. Bokea comup Oynran
BaKTra Kenub, MUTpal KONKOKHUHI OJNJMHIY BapaKaCHHUHT 9pTa
nponaricacu Oynran GonamapHuHr 35%; Bonanapauar 47,5 domsuna
CHCTOJIHUHT UKKMHYH sIpMu/ia Ked npoarca 6op >au. Vkkura (5%), 7
Ba 13 €uumm Gonanapaa MUTpaT KONKOKHHUHT OJIMHIY BapaKacUHUHT 5
MM Traya KaJIMHJAIIMIIM aHUKIAHIM, OW3 ylnapHM MHKCOMAaro3
JiereHeparust 1e6 xucoonaaux.

MKII o6ynran Gomamap conupgan 70% - peryprutauussHuar U
napaxacu Owunan; 30% II npapakanum perypruranus OuiaH.
Texmmpunaérrannap opacuzia Joreporpadus Ounax
sKokapau€rpadus sxapaénuna Il mapaxamy MUTpan eTHIIMOBYINK
AHMKJIAHMa/TH. MKII napakacura kapa® OMPHUKTHUPYBUM TYKHMa
JMCIUIa3MACHHUHT  (DEHOTHIIMK  HaMOEH  OYIMII  4YacTOTACHHU
takkocnad, 6u3 MKII I napakann Oonanapiia KOHCTUTYLMSIHUHT
acreHuk TypuHu (76%) Ba KywId OFpPUK CHHIPOMH OYyiran
oyrumapauHr runepmoomuiruan (80%) xympok anukiamuk. 11 Ba I11
nmapaxanmn MKII 6ynran Gonanapna BT/IHuur srakum QenoTHIMK
KypuHHILIapH KyKpak Kadacu nedopmarmsicu (84,6% Ba 100%) Ba
tekuc o€kmap (53,8% Ba 50%) smu.  Lynpait kw6, MKII 6ynran
Gonanapaa OUPHMKTHPYBYM TYKHMMa JHUCIVIA3MACHHMHI (DeHOTHIIMK
HaMOEH OYJMIIMHUHT I0OKOPH YacTOTacH TYPJIM XU KJIMHUK Oenruiap

IOpaK-KOH TOMHUDP TU3WUMHUHUHI IIUKaCTJIaHUIIN OnnaH
qerapajanMmaratHjinruia KpraTaE[PI. Bonanapuan/l aﬁpHM
6I/IpI/IKTI/IpyB‘-II/I TyKPIMa JAUCIUIA3UAJIapUHUHT MaBXy NI
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acemnromaTrk MKII Tamxucunam KyHuIm yqyH 3KokapaAu€rpaMma yayH
acoc 0Y1n0 Xu3MaT KWIHIIN KepakK.
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