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Pesrome
Llensto pabomsi 6b110 U3y4UMb Yacmomy ecmpeyaeMocmu (heHoOmMUNUYECKUX NpusHakoe ducniasuu coeOuHumesbHoU
MKaHU, XapakmepHbIX npu nponobuposaHuu MumpanbHo2o KnanaHa cepduya y Oemel. KomnmexkcHoe KUHUKO-
uHcmpymeHmarsHoe uccriedogaHue npogedeHo 42 demsm ¢ nponancoM MumpansHo2o knanaHa u 38 6e3 Heeo. BbipaxeH-
HOCMb (heHOMUNUYECKUX npusHakog ducnniasuu coeduHUMebHOU mKkaHu ommeydeHa y 45,2% demell ¢ nponancom mMmum-
parnbHOo20 KnanaHa, Ymo ceudemesibcmeyem 0 2eHepasu308aHHOM Xapakmepe ducniasuu.

TpKbIPbIM
BANANAPOAF bl XXYPEKTIH MATPANbAI KAKNAKLACHI MPONANCHI
KE3IHAEM ®EHOTUNTI BENMINEPAIH KE3OECY XUINITI.

3epmmeydiy Mmaxcamsl bananapdasbi Xypekmiy mumpans0i xaxhaxwacbl nponanch! KesiHoeai daHekep MiHi
ducnnasusichiHbiy (heHomunmi beneinepi ke3decy XuinieiH aHbixkmay 60sbin mabbindsl. Mumpansli kaxkhaxlwa nponancsi
bap 42 banaza xoHe baxbinay mobbiHa anbiHeaH 38 banasa KeweHOi KMUHUKaMbIk- achanmslx 3epmmey Xypaisindi.
[loHexkep miHi  ducnnasusicbiHbly  heHomunmi  beneinepiHiy alixbiH  biniHyi mumpansdi xaxnaxwa nponancel bap
6ananaplbiy 45,2% balixandbi, on ducnia3usHbiy XalbinzaH cunameiH Oanendelo.

Summary
THE FREQUENCY OF PHENOTYPIC TRAITS AT PROLAPSE OF THE MITRAL VALVE IN CHILDREN
The goal of this work was to study the frequency of phenotypic features of connective tissue dysplasia, characteristic for
prolapse of the mitral valve in children. Complex clinical and instrumental study was carried out at 42 children with prolapse
of the mitral valve and 38 without it. Expression of connective tissue dysplasia was observed in 45,2% of children with pro-
lapsed of the mitral valve, which evidence about generalized nature of dysplasia.

B HacTosiLee BpeMs kapanoBackynsipHas naTonorus y CnepoBaTenbHo, LEMbI0 HALWEro WUCCrefoBaHus SBu-
Jeten npegcrasnser cobon Bce 6onee cepbesHyld Mpo-  NOCb M3yYeHWEe YaCTOTbl BCTPEYAEMOCTH (PEHOTUMNYECKMX
tnemy 3gpaBooxpaHeHus. 1o gaHHbiM M.A. LUkonbHuko-  npuaHakoB [CT, xapakTepHbiX npy nponobupoBaHu MuT-
BOW, 3a nocnegHue 10 net uncno aeten, CTpagatolumx Cep-  panbHOro KrnanaHa cepaua y feTen.

[Ee4YHO—COCYaNCThIMM  3ab0neBaHMaMu, yBenniunocb 6o- Hamu Bcero ocmoTpeHo 42 GonbHbix ¢ MMK, 13 Hux
nee yem B 1,5 pasa. [locTaTouHO BbLICOK YAEMNbHbIM BeC  ManbumkoB — 17, gesovek — 25 n 38 peteir 6e3 MMK (koH-
CEepAeYHO—COCYAMCTON MaTonorMM B CTPYKTYpe [ETCKOM  TponbHas rpynna) Ha 6ase ropoackon 6GombHuusl  Ne2,
wHBanugHocTu. Ecnn He ypacTtca npeogoneTb cknagpiBa- — Bcem AeTaM, Kpome BHEWHero OCMOTpa, MPOBOAMIIOCH
foLLMEC YrpoXaloLLMe TEHOEHUMW pocTa W pacnpocTpa-  YnbTPasByKOBOE MCCRedoBaHWe cepaua v GpioluHoi nomo-
HEHHOCTW 3aboneBaHuii cucTeMbl KpoBoobpalueHns, B Oy-  CTU U Npu HEOBXOAMMOCTH — KOHCYNbTaLMM Y3KuX Crewma-
Aylem nporHosupyetcs elle bonbluee yxydlweHue Megu-  NINCTOB. 3TO MO3BOMUIIO BbISIBUTL CTUTMbI AUCIMBpUOTreHe-
ko-gemorpadmyeckoit cutyauun. Bee Gonbluee 3HaueHMe  3a M MPU3HAKKM HEMOSTHOLEHHOCTU COEAMHUTENBHON TKaHW,
MMEIOT COCTOSHWS, CBA3aHHbIE C ManbiMi aHOManusMiu  YTO mokasaHo B Tabmmue Nei.

passutus cepaua (MAPC). 3T aHoManum SBnsiTCa MOp- OueHka KOHCTUTYLMW NMpoBOAMNack No Tpem obulenpu-
tbonornyeckoil  OCHOBOM  (PYHKLMOHANBHBIX W3MEHEHWA  HATHIM TUNAM: aCTEHUYECKMIA, HOPMOCTEHUYECKUI, rUnep-
cepaeyHon AeATensHOCTY, a MK OpraHMYeckux NopaxeHn-  CTEHUYeCKuid. [Ins aeten ¢ nponancom MUTPansHOro Kna-

SIX CepaLa MoryT ycyrybnsiTb UX NporHoa. naHa Hanboree XapakTepHbIM Bblf aCTEHUYECKMIA TUMN KOH-
B ocHoBe MHOrx aHomanui passuTusa cepgua nexut  ctutvumm (38%).
aucnnasus coeguHutensHon TkaHu cepgua (ACTC). o Cpenw npeanoXeHHbIX crnocoboB M3MEDEHWS CTENEHU

AaHHbIM Menbluvkoson J1.U., y geteit ot 0 mec. go 14 net rMNepmMobMBHOCTM CycTaBoB ObLLee MpU3HaHWe MOonyqnn
OCTC Bctpevaetcst ¢ yactotoir okono 33%. OcobeHHo-  meTop BeitoHa. MakcumanbHas BenuunMHa nokasatens no
CTbl0 MOPCHOreHE3a COEAMHUTENBHONM TKaHWU SBMSIETCS ee  3TWUM TecTaM paBHsnach 9 6annam, npuyem 1 6ann o3Ha-
yyacTve B (hOPMMPOBaHWM cepaua MPaKTWYECKW Ha BCeX  Yan Maronornyeckoe nepepasrnbaHne OgHOro CycraBa Ha
aTanax oHToreHesa. bnarogaps WMpoKkoMy UCTONb30BaHMID  OAHOW CTopoHe. Mokasatens ot 0 go 3 6annoB pacueHu-
YNbTPa3ByKOBbIX METOLOB WCCNefoBaHWs B MOCMEAHME  Bancs kak nokasaTenb HOpMbI, OT 3 40 5 — Kak ymepeHHast
rogbl CTana BO3MOXHOW MOXW3HEHHAs! AMArHOCTWUKA CMH-  rMNEpMOBUNBHOCTb, OT 6 40 9 — KaK BblpaxeHHas rmnepmo-
apoma [ICTC. Mo coBpemeHHOW Knaccudmkaumm cuHapom  bunbHocTb cyctaBoB. [ns aeteit ¢ MMK Bbina xapaktepHa
OCTC BknioyaeT nponancel knanaHoB CepaLa, aHeBPU3Mbl  TMNEPMODMIBHOCTL CyCTaBOB, MPEUMYLLECTBEHHO BEPXHUX
MEXNPeAcepaHON Neperopofkm W cuHycoB Banbcarnbsbl, KOHEYHOCTel, valle oTMeuvanock nepepasrmbanve | n I
aHOMarbHO pacrnofioXEeHHble XOpdbl, OTKPbITOE OBanbHOE  MarnbLeB KUCTU. YacToTa MOBbILWEHHOA MOABWKHOCTUA CY-
OKHO. ctaBoB gocturna 33,3%.

Y nuy ¢ nponancoMm MUTparbHOro KnanaHa cepaua oT- Hanbonee pacnpocTpaHeHHO# aedopmaLmeit rpyaHoON
MEYaoTCA MpU3HaKu cnabocTi COeaMHUTENBHOM TKaHM W KIETKW SiBUNach BOpoHkoobpasHas rpyab (21,4%). Stvono-
CO CTOPOHBI [IPYrX OpPraHoB W CUCTEM: KOXM, [fla3, OMOPHO-  MMYECKMM (DaKTOPOM BO3HWKHOBEHWS 3TOW AedopmaLm

OBUraTesibHOro annapara u T.4. pr,D,HOVI KNEeTKNn ABNAETCA HEeNnoJIHOLEHHOCTb pe6epr|x
10 MHEHMIO MHOMMX aBTOPOB, Hanbonee NomnHoM cunTa- xpﬂmeﬂ [ncnnacTU4ecKoro xapakrepa.

€TCA onpefeneHne npusHakoB AucniasnMn CoeavHUTENb- HPYrylo rpynny aHoMarnuin ckeneta y 3TuxX Jeteit co-

HOW TKaHMW, NnpeanoXxeHHoe J1.1.domunHoNM. CTaBUMM M3MEHEHWS] MO3BOHOYHMKA, Hanbonee pacnpo-
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CTPaHEHHbIM MNpPOSIBNIEHNEM KOTOPLIX SIBUNCA CKOMNMO3 C
yacToToil BcTpedaemocTu 26,2%. Pa3suTie ckonnosa cBs-
3aHO C Aucnnasnein CBS30YHOrO annapara NO3BOHOYHMKA.
[ns  BbISIBNEHMS WUCTMHHOTO CKOMWO3a  WUCMOMb30Banu
OCMOTp CO CrbaHMeM MO3BOHOYHMKA W HAKIIOHOM TYNIOBM-
Lia Bnepes.

BbisiBneHMe  nnockoctonus  NpOBeJeHO  MeTOAoM
OCMOTpa W OLeHKM nnaHTorpamm. Kak 13BECTHO, MMEHHO
«cnabocTby CBS30YHOrO annapata BeAeT K BO3HUKHOBEHMIO
KaK NPOAOMbLHOro, Tak M MOMepeyHoro nnockoctonusi. Ya-
CTOTa nnockocTonua coctaeuna 23,6%.

Tabnuua 1. - Yactota BcTpeyaeMocTi (heHOTMNMYECKUX NPU3HAKOB AMCIIA3UM COeANHNTENbLHON TkaHu y feten ¢ MMK

fetv ¢ NMMK (n=42) | Oetv 6e3 MMK (n=38)

Ne Mpuanakn ICT u MAP Abc. yncno % Abc. uncno %
1 | AcmeHudeckul mun 16 38,0 8 21
2 | lNosblweHHas pacmsxumocms KOXu 12 28,6 3 79
3 | [Mamonozus opeaHa 3peHus:

MUOnus 13 30,9 4 10,5

acTurmatiam 2 48 1 2,6

kocornasue 1 24 - -
4 | [Jegpopmayus epydHol Knemku:

nnockas 2 48 - -

KunesuaHas 1 2,4 1 2,6

BOPOHKOOBpasHas 9 214 2 53
5 | Ckonuo3 11 26,2 3 79
6 | AHomanuu coopmbi Yepena 4 9,5 3 79
7 | Mnockocmonue 10 23,6 2 53
8 | 'unepmobunbHocmb cycmasos 14 33,3 5 13,1
9 | Bbicokoe Hebo 6 14,3 3 79
10 | AHomanuu 3y608 U HapyLieHue npukyca 13 30,9 6 15,8
11 | AHomanus pacnonoxeHus u hopmb| 11 26,2 5 13,1

YWHOU paKo8UHb!
12 | PacwupeHue 8eHO3HOU cemu Ha Koxe 9 21,4 2 53
13 | Hocosble kpogomeyeHus 7 16,7 3 79
14 | Hesycbi 5 11,9 1 2,6
15 | TeneaHauskmasuu 4 9,5 4 10,5
16 | Bbiguxu, nodsbBUXU Cycmasos 3 7,1 2 53

/3mMeHeHWs CO CTOPOHbI OpraHa 3peHns OTMEYEHbI Y
30,9% peten, yawe BCero AwarHoCTMpOBanacb MUOMMUS
CpeaHen cteneHn. Bbicokasi npeapacnonoXeHHOCTb K MUO-
MK, BEpOSTHO, 0BYCNOBNEHa PacTsKEHWEM [NasHoro s16-
noka npw cnabocTi CoeaMHUTENBHON TKaHW.

Bbigensnu pasnuyHble aHoManbHble hOpMbl CTPOEHUS
YIUHBIX PAKOBWH U Criedytolume Tumbl MOYeK: BuUCsYas, no-
nycsobogHas, npupoclwas. 3T nokasatenu Takke Oblu
BbICOKAMM MpK Mporance MUTPanbHOMO knanaHa y geten
(26,2%).

Hamn ycTaHOBMEHO Takke Hanmnyue reMmopparnyeckoro
cuHgpoma y geteit ¢ MMK (16,7%). Mpu 3TOM OTMEYEHbI
MOBTOPHblE  HOCOBblE  KPOBOTEYEHMS, ANUTENbHbIE W
0BunbHble MEHCTpyarbHble KPOBOTEYEHMS, MOBbILLEHHAS
KpoBOTOUMBOCTb AeceH. Mo mHeHno 3.C.bapkaraH, remop-
parn4ecknin  CMHAPOM SBMSETCS OBHUM U3 MPOSIBAEHNNA
Me3eHXMManbHbIX AUCTNasuiA 1, CrefoBaTenbHO, MOXeET
paccMaTpuBaTbCs B pamkax CHApPOMa AMCNasuu coeau-
HUTENBHOW TKaHMW.

CneposartenbHo, y 52,4% (22) peteir ¢ MNMK otmeuva-
nmcb npusHaku ACT 1 cTenenu (BapuaHT Hopwmbl), Yy 45,2%
(19) - 2 crenenu (nerkas n ymepenHas) n 2,4% (1) - 3
CTeneHm (Tsxenas).

Takum 06pa3om, MOKHO cenaTb CeaytoLme BblBOIbI:

1. BbIpaXeHHOCTb (HEHTUNNYECKUX MPKU3HAKOB Aucnna-
311 COEMHUTENLHON TKaHW OTMEeYeHa y AeTeil ¢ nponan-
COM MWTPAnbHOrO KramnaHa, YTo CBMOETENbCTBYET O reHe-
panu3oBaHHOM XapaKkTepe Aucnnasuy.
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2. Tak kak mponabupoBaHue KnamaHoB Cepaua 4acTto
COMYTCTBYET BHELUHWM NPOSIBIEHUSIM AMCINA3UN COeaNHU-
TENbHOM TKaHM, ero MOXHO paccMaTpuBaTh, Kak BUCLie-
panbHyo CTUrMY AMCIMOpUoreHesa.

3. OCT npu MNMK He siBnsetcs 6e306uaHbIM cMNTO-
MOM, OTpaXaeT KOHCTUTYLMOHaNbHbIE OCOBEHHOCTW opra-
HW3Ma W CMYXWUT NOKA3aHWEM K [yChaHCepHOMY Habnioae-
HUI0.
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