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V]IK 61

XAPAKTEPUCTHUKA TAXKECTHU IUCIIVIASUHN
COEJMHUTEJBHOM TKAHU Y TAITMEHTOB
C IPOJIAIICOM MUTPAJIBHOI'O KJIAITAHA

Maromenona III.M., benozepos FO.M., Ocmanos .M.

Y gereil M TOAPOCTKOB € ACTEHWYECKHUM THUIIOM KOHCTHUTYLHUH, 34
UCKJIIOYEHHEM ACTEHUYECKOTO TEJIOCIOKEHHUS ypOBEHb CTUTM
COCIMHUTEIbHOTKAHHOTO pPa3BUTHS a0CONIOTHO HE OTJIHMYajlCsd OT MoKaszaTelen
COEIMHUTEIbHOTKAHHBIX CTUTM 3JI0POBBIX JI€TEH.

Bricokuii ypoBEeHb CTUTM COEIMHUTENbHOTKAHHOTO Pa3BUTHS BBIABIICH Y JAeTel
u noapoctkoB ¢ CTJl, mpuueM [OOCTOBEpHBIX OTIWYUN B MOATPYIIAX C
muddepenurpoBaHHON 1 HeAUPDEepEeHIMPOBAHHON AUCIUIa3UEH HAMU HE IMOIYYEHO,
32 HCKJIIOYEHHEM TeX HapyleHUW, KOTOpbIe CBOWCTBEHHBI MJii KOHKPETHOIO
MOJIEKYJISIPHO-T€HETHUECKOT 0 3a00JI€BaHUS.

C Jnpyroil CTOpPOHBI BBICOKas YacTOTa CTUTM COEJUHUTEIBHOTKAHHOTO
nuzsmoOpuoreneza npu CT/] moaTBepkmaer (akT, 4To HapsiAy € T€HETUYECKUMU
MeXaHU3MaMHM 3a00JIeBaHMs OOJIBIIOE 3HAYECHUE UMEIOT BHEIIHUE (AaKTOPhI, KOTOPHIE
MOTYT BBI3BaThb 3HAUUTENbHbIE WHAMBUIYaJbHbIE OTKIOHEHUS, KIMHUYECKUN
nosmumopdusm CT nucriazuid.

bannpHas oueHka (EHOTUNMYECKUX MPOSBICHUN COEIUHUTEIbHOTKAHHOMN
mucriazun npu  HCTJ] cBumgerenscTByeT o0 OO0JbIIOM pa3dpoce H3ydaeMbIX
nokasaresnei B janHoi rpymnrmne 6onbHbIx ¢ [IMK.

Ha ocHoBanuu MHOro¢akTOpHOro aHaiu3a, Mo CHCTeMe OaIbHOW OLEHKH
dbeHoTunMUeckux npusHakoB 1o Meroxy JL.M.  AGakymoBo#, BKIOuas
aHAMHECTUYECKUe, IreHeaJornyeckas JaHHble, a TaKKe pe3yJbTaThl 00CieqOBaHUs

HaMU BbII€JICHbI TpU noArpymmsl Aeteit u noapoctkos ¢ [IMK na done HCTU.
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KiaroueBble cj1oBa: IIpoJaric MUTPAJIbHOT'O KJIallaHa, COCANHUTCIIbHOTKAHHAA

AUCITIIa3us, (1)CHOTI/IHI/I‘I€CKI/Ie IMPU3HAKH, ACTCHUYCCKAA KOHCTUTYI WA, MOp(i)OTI/IH

CHARACTERIZING SEVERITY OF CONNECTIVE TISSUE DYSPLASIA
IN PATIENTS WITH MITRAL VALVE PROLAPSE

Magomedova Sh.M., Belozerov Yu.M., Osmanov .M.

In children and adolescents with asthenic type of constitution except for
asthenic physique, stigmas of connective tissue are no different from the ones of
healthy children.

High level of stigma development in connective tissues was found in children
and adolescents with CTD, at that, there were no significant differences in subgroups
with differentiated and undifferentiated dysplasia except for the abnormalities
specific for a particular molecular genetic disease.

On the other hand, high occurrence of stigmas of connective tissue
disembryogenesis at CTD proves that along with genetic mechanisms the important
role is played by the external factors that may cause significant individual variations
and clinical polymorphism of CT dysplasia.

Scoring of phenotypic manifestations of connective tissue dysplasia at UCTD
shows a large spread of the studied parameters in this group of patients with MVP.

Based on the multivariate analysis and the method of phenotypic traits scoring
by L.I. Abakumova, including medical history, genealogical data and examination
results, we have identified three subgroups of children and adolescents with MVP
against UCTD.

Keywords: mitral valve prolapse, connective tissue dysplasia, phenotypic

traits, asthenic physique, morphotype.
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N3BecTHO, 4TO 0OOIIEOMOIOrMYeCcKOe 3HAUYEHHE POCTa COCTOUT B JIOCTMIKEHUU
TAaKOI'0 YpOBHS Pa3BUTHUSI OpraHU3Ma, KOTOPBIA HEOOXOIUM JIsSl €ro PenpoayKIuu. Y
YeJIOBeKa KOHEYHas ImporpaMma pocCTa COCTOMT B JIOCTWIKEHHH HE TOJBKO
PENPOTYKTUBHOTO, HO MHTEJUIEKTYaJIbBHOTO M COLIMAIBHOTO COBEPIIEHCTBA [3,4].

C no3unmit OWONOrMM M TEHETUKH POCT — O3TO TE€HETUYECKHU
3aMporpaMMUPOBAHHBIM TPOLECC YBEIUYECHHUSI MACChl Tella, TUHEHHBIX U 00BEMHBIX
pa3MepoB OpraHuM3Ma NpU ONTHUMAIbHOM MOCTYIUICHHHM, UHTPEAUEHTOB MUTAHUS U
OJIaronpUATHBIX YCIOBUSAX OKpY>Karolieil cpeipl. B reHome 3apojbiiia COAEpKUTCA
MOJIHAsl TE€HETHYeCcKas MporpaMMa OHTOIEHEe3a, IOATallHasg pealn3alus KOTOPOi
onpezensieT ero AeUHUTUBHBIA POCT U, OOJEe TOro, BECh >KU3HEHHBIM IUKI
OpraHu3Ma. OTO IOCTUTaeTCs MOCIEN0BATEIBHBIM MIEPEKIIOYEHNEM, aKTUBALIUEH WIIH
penpeccreil reHOB, KOHTPOJUPYIOIIMX CHHTE3 CTPYKTYPHBIX U (DYHKIIMOHAIBHBIX
0eJIkoB opranu3Ma. B CymIHOCTH, HOPMaJbHBI POCT MOJYMHEH 3aKOHOMEPHOCTSIM
MYJIBTU(DAKTOPHATIBHOTO (MJIM MHOTO()AaKTOPHOT0) HACIEAOBaHUS: MHOKECTBO T€HOB
pErylupyeT JIMHEWHbIH U OOBEMHBII POCT, CHHTE3 TOPMOHOB M TKaHEBBIX (PaKTOPOB
pOCTa, OHKON€HOB U aHTUOHKOI'E€HOB, MOJIOBBIX TOPMOHOB, KJIIETOYHBIX PELIENTOPOB, a
uX 3 PexThl MONYNIHUPYIOTCS BIUSHUSIMU BHELIHEH cpensbl [3,4].

ACTEHUYECKYI0O KOHCTUTYLHMIO MOXKHO OOBSICHUTH TIETEPOXPOHUEH pa3BUTHS
OTHENbHBIX OpPraHOB M CHCTEM, KOTOpas 3al0kKEHa B TEHETHMYECKOM MporpaMme
OHTOT€HE3a YEJIOBEKa, OJHAKO JpYrue TIeHETHYeCKHuEe U (WJM) BHEUIHUE (PaKTOPbI
MOTYT BBI3BaThb 3HAUUTENbHbIE WHAMBUAYAJIbHBIE OTKIOHEHUS OT 3aJaHHOU
MpOrpaMMbl Kak BO BHYTPUYTPOOHOM, Tak W B IOCTHATAJbHOM IepHOaX, KOrjaa
OJIHA YacTU Tejla WU OpraHbl pacTyT ObICTpee IPYruX WM, HA00OpOT, POCT
n30upatenbHO 3ameiuisiercs. llpu 3ToM  Hepeako BO3HUKAIOT pa3HOIro poja
(GbyHKUMOHANBHBIE OTKIOHEHUS [3,4].

ITo ompenenenutro @. dDonkuepa u k. Tannepa [muTupoBano no 1],
TEJIOCIOKEHUE SBISETCA (PEHOTUMMYECKUM BBIPAKEHUEM T'E€HHOTO KOMILIEKca,
BO3JICMCTBYIOIIETO HAa IEHETPAHTHOCTh U DKCIPECCUBHOCTh OTHEIBHBIX T'€HOB,

OoNIpCACIIAIOINX MOp(l)OTI/IH N OIIPCACIICHHYIO IMPCAPACIIOIONKCHHOCTD K IMATOJIOTHUMU.
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OHU cYUTAIOT KOHCTUTYLUHOHATBHBIMH TOJBKO T€ MPU3HAKU, KOTOPbIE CTAOUIIbHBI Ha
MPOTSHKEHUU JUIMTENBHOTO MEpHoJia BPEMEHH, MO3TOMY HeoOXOJMMbl AalbHeuIne
MCCJIEIOBAHUS CBSI3W KOHCTUTYLMH U OoJie3Hei. Boiaensist 4 KOHCTUTYLMOHATBHBIX
TUAMA T[OKAa3aHO, YTO AaCTEHWYECKUH THUIl TEJOCIOKEHHUS  CONPOBOKIAETCS
npeobJialaHieM TOHKON U HEeXHON COeTMHUTEILHON TKaHU.

JLH. AGakymoBoii [2] Ha ocHoBaHuu oOcienoBanus 1200 nereit ObLIM
BepU(ULIUPOBAHBl JUATHOCTUYECKHE KPUTEPUU COCIUHUTEIbHOTKAHHOW NHCILIA3UU
(CTH), u nmpoBeneHa ux OaIbHas OLEHKA TSHKECTH (PEHOTHMHYECKUX MPU3HAKOB.
[loatoMy B cBoeit pabore mbl mpoBenu oueHky CTJl y oOcimenyembix AeTeil u
MOJIPOCTKOB € Pa3IU4YHBIMU BapUaHTaMH IMposanca MuTpaisHoro kinanana (IIMK) no
Metony JI.H. AGakymoBoii [2].

JlanHoe uccnegoBaHre HaMH ObLIO MMPOBEICHO B CIEAYIOLIUX MOArPYIIax:

IIMK — xak BapuaHT aCTEHU4ECKOM KOHCTUTYIMH — 140 1eTeil 1 mopOCTKOB;

[IMK — npu HeauddepeHIupOBaHHOW COEAMHUTEIbHOTKAHHON AHMCIUIa3UH
(HCTH) — 340 pgereit u moApocTKOB (B 3Ty TPyNIy BKIIOYEHBI NEPBUYHBIM,
cemeiinbiil [IMK u IIMK Ha ¢one nqucnnazuu coenunurensHoit Tkana — CT);

[IMK — npu nuddepeHIMpoBaHHON COEAMHUTEIbHOTKAHHON JUCIUIa3uu
(ACTH) — 65 nereii 1 moAPOCTKOB (B ATY TPYMITY BKIIOUYEHBI OOJBHBIE C CUHIPOMOM
Mapdana u Dnepca-/lannoca).

Kontponesnyto rpynny cocraBunu 200 aereil M MOAPOCTKOB aHAJIOTHYHOIO
BO3pacTa.

B Tabnuue 1 mpuBeneHbl CBOJHBIE JaHHbIE OaUIbHOW OIIEHKM 3HAYUMOCTH
OTJEIbHBIX (PEHOTUNUYECKUX MPHU3HAKOB B OLICHKE CTEMEHU TSXKECTU TUCIUIa3UU

COCIMHUTEIbHON TKAHU.
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Tabnuua 1

OT)IeJ'leble (l)eHOTI/IHI/I‘IeCKI/Ie NMPU3HAKHA JUCILJIA3UH COC}]HHHTCJ’IBHOﬁ

Tkanu npu [IMK y nereii m mogpocTkoB

Ipu3znaku

KonTponb
n=200

I[IMK ax
n=140

[IMK HCT/]

n=340

IIMK JICT/]
n=65

Abs/%

Abs/%

Abs/%

Abs/%

OIUKAHT

12-6,0

10-7,1

212 -62,3

64 - 98,5

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4>0,05

ITatosorus 3peHus

90 - 26,5

60 —-92,3

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4<0,05

[IIupokoe nepeHocne

34-10,0

13 -20,0

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4<0,05

AcHUMMETpUsl HOCOBOM
MIEPErOpOaKH

3-1,5

1-0,71

18 —5,29

9-13,8

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4>0,05

Bricokoe HEOO

29 -14,5

22 - 15,7

197 - 57,9

51-78,5

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4>0,05

bnenHocTh KOXH

10-5,0

7-35,0

208 — 61,1

49 -75,4

p1_2>0,05
p1_3<0,01
p2_3<0,01
p34>0,05

IloBBIIIEHHAS
PACTS)KUMOCTD KOXKHU

1-0,5

1-0,71

187 - 55,0

65 —100,0

p1_2>0,05
p1_3<0,01
p2_3<0,01
p3_4<0,05

Koxa kak "3amima"

12 -3,53

24 —-36,9

p34<0,05
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Hexxnasg xkoxa

3-1,5

21,4

18 —5,29

23 -35,4

p1_2>0,05
p1_3<0,05
p2_3<0,05
P34<0,05

BrIpaxeHHBII BEHO3HBIN
PUCYHOK KOXHU

21,4

21 -6,17

12 -18.,5

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4<0,05

MOpH_II/IHI/ICTOCTB KOXH

2-1,0

1-0,71

19 -5,58

45 —-69,2

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4<0,05

IIurMeHTHBIC NATHA

79 — 23,2

39-60,0

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4<0,05

BripaxxenHas
TUIePMOOMIBHOCTD
CyCTaBOB

94 — 27,6

57-87,7

p34<0,05

KuneBunnas rpyaHas
KJIETKA

1-0,71

12 -3,53

35-53,8

p2-3<0705
p34<0,05

[Imockas rpyaHas KieTka

1-0,71

12 -3,53

37-56,9

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3.4<0,05

Jlerkoe BaBiieHHE Ha
IrpyAuHE

29 -8,52

38 — 58,5

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4<0,05

Kudos

3-1,5

124 - 36,5

471723

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4<0,05

Ckomo3

12-6,0

196 — 57,6

61-93,8

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4>0,05

AcCTeHH4YEeCKOe
TEIOCIJIOKEHUE

140 - 100

287 - 84,4

45 —-69,2

p1_2<0,01
p1_3<0,01
p2_3>0,05
p3_4>0,05
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Knunonaxktmnug
MU3UHIIEB

13-6,5

23-16,4

213 - 62,6

46 — 70,7

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4>0,05

Jlerkoe BO3ZHUKHOBEHUE
reMaTrom

2-1,0

1-0,71

174 - 51,1

43 — 66,2

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4>0,05

['ppku

2-1,0

1-0,71

12 -3,53

23 -35,4

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4>0,05

C11ab0CTh MBIIIIIL )KUBOTA

3-1,5

1-0,71

13 -3,82

24 -36,9

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4<0,05

ITonepeunas
MCYEPUYEHHOCTh CTOI

1-0,71

47 -13,8

42 — 64,6

p2-3<0705
p34<0,05

IlmockocTonue

12-6,0

6-4,3

272 - 80,0

40-61,5

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4>0,05

"Harorreimun"

2-1,0

1-0,71

211 - 62,1

45 —-69,2

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4>0,05

CannaneBuaHas 1IEIIb

4-2,86

189 — 55,5

49 -75,4

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4>0,05

Hallux valgus

1-0,71

54 -15.8

11-16,9

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4>0,05

Ilonag crona

2-1,0

1-0,71

56 -164

34-52,3

p1_2>0,05
p1_3<0,05
p2_3<0,05
p3_4>0,05
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Hanuuue pyOunkoB Ha p12>0,05
KOXe p1-3<0,05
3-1,5 |2-14 |67-19,7 |39-60,0 p>.3<0,05

p3-4<0,05

Pacmupennbie p1-2>0,05
KanuJUISipbl KOXHU JINIIA, p1-3<0,05
CITMHEL 4-20 [(2-14 1[89-26,2 56 — 86,2 p23<0,05
p3-4<0,05

Kak BugHO w3 TaOnuilpl, TPUBEICHHBIC JaHHBIC JI€TeM W TOAPOCTKOB C
ACTCHMYECKMM  TUIIOM  KOHCTUTYLUMH, 34  HCKJIIOUYEHUEM  aCTEHUYECKOTO
TEIOCIIOKEHHS, a0COIIOTHO HE OTINYAJINCh OT MOKa3aTeJIeH COeTUHUTEIbHOTKAHHBIX
CTUT'M 3J0POBBIX JETEH.

B Hamem wuccnemoBaHuM, AaHHBIA (aKT MOATBEpPXKIaeT Oojiee BBICOKAS
OajsibHasl OIEHKAa CTUTM COEIMHUTEIbHOTKaHHOTO pa3Butus y naereit ¢ [IMK u

ACTEHUYECKOM KOHCTUTYILMEN MO CPAaBHEHUIO CO 3J0POBBIMU J1eTbMHU (puc 1).
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Pucynoxk 1. bamibHas olieHka GEHOTUIMTMYECKUX MPU3HAKOB AUCTUIA3UU

COEIMHUTENIBLHOM TKaHU B KOHTpoJie u nipu [IMK acteHnueckoi KOHCTUTYIIH.
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BbIcOkHi ypoBEHb CTUTM COEIMHUTEIILHOTKAHHOTO Pa3BUTHS BBISIBJICH Y I€TEH
u moxapoctkoB ¢ CTJI, mpuyem AOCTOBEPHBIX OTIUYHMA B MOATpyHmHax ¢
nuddepeHnmpoBaHHoN U HeaudPepeHIIMPOBAHHON AUCIIIA3MEeH HAMU HE TIOJIYUYEHO,
32 WUCKIIOYCHHEM TeX HapyIICHUH, KOTOphle CBOWCTBEHHBI I KOHKPETHOTO
MOJIEKYJIIpHO-T€HETHYeCKoro 3aboneBanHus (O6one3nr Mapdana — pgedekr reHa
fibrillin-1 - 134797.0001, xoTtopbiii KapTHpoBaH Ha Xpomocome 15g21.1) wim
cunapom Onepca-Jlannoca, oOycClIOBIEHHBI MyTallMsiMU B T'e€HE KoJlareHa aibgda-
1(V) (COL5AT1; 120215), xommarena anbda-2 A (V) (COL5A2; 120190) wium
kosutareHa anbda-1 (I) (COL1A1; 120150).

C o1pyroii CTOpOHBI BBICOKAsh 4YacTOTa CTUTM COEAMHHUTEIHLHOTKAHHOTO
am3smopuoreneza npu CTJ[ monrBepknmaer ¢akrt, 4To HApsAAy C TCHETHUYECKUMHU
MeXaHW3MaMH 3a00JIeBaHHs OOJIbIIE 3HAYCHWE UMEIOT BHEIIHHE (HaKTOPHI, KOTOPHIS
MOTYT BBI3BaTh 3HAYUTEIbHBIC WHANBUAYATbHBIE OTKIOHCHHS, KIMHHYECKHA
nosumopdusm CTJl nucrnazuid.

bamnbHass omeHka (EHOTHUNMHYECKUX TMPOSIBICHUN COCAMHUTEIbHOTKAHHOU
mucriazun npu  HCTJ] cBumerenscTByeT 0 Oo0JbIIOM pa3dpoce H3y4daeMbIX

nokasaresnei B janHoi rpymrme 6onbHbIX ¢ [IMK (puc 2).

0
23-49 6annos 50-75 6annos 75- 90 6annos 6oneee 90

|II1MK npu HCTA |

Pucynoxk 2. Pacnpeaenenue nanuentoB ¢ [IMK HCT/I o cTrenenu TskecTu

JAUCITIIa3uH COCI[HHHTGHBHOﬁ TKaHH.

Kak Bunno u3 rpaduxa (puc 2) rpynna [IMK HCT/I noctoBepHO pa3iudaercs
MO CTENEeHW TSHKECTH MAMCIUIa3MM COECIMHMTENbHONM TKaHM OT JIETKOM J0 pe3Ko

BBIPAYKCHHOM.
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[lepeuncnennble MNpU3HAKKA HAONIOAABIIMECS Y HAMIMX MAlUMEHTOB Ha
OCHOBaHUU MHOT0()aKTOpHOTO aHalusa, BKJIFOYAs aHAMHECTHUYECKHUE,
reHeaJloruueckasi JaHHble, a TAK)Ke Pe3yJIbTaTbl 00CIIEI0BaHUS HAMU BBIJCJICHBI TPU
noarpynsl aerei u noapoctkos ¢ [IMK na ¢pone HCTU:

1 — [IMK ¢ ymepennbimu niposBienusimu HCT/] (konuuectBo 6amioB ot 23 110
49 —82 marmueHTa);

2 — IIMK c BoipaxenusiMu nposiBiaeHusiMu HCT/] (konuuectBo 6anminoB ot 50
10 75 — 196 nanueHToB);

3 — [IMK c¢ pe3ko BeipaxkeHHbIMU nposiBneHusamMu HCT/] (konuuecTBo 6asioB

ot 76 1o 90 — 62 manueHTa).
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