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Llenbto nccnegoBaHms SsBNANOCH U3yYeHne 0co6eHHOCTEN KapaMoreMogMHaMUKN U (OyHKLMOHANBHOMO COCTOSAHUSA
MUoOKapga NeBoro Xenygoyka y nogpocTkOB ¢ Aucnnasven coeguHutensHon Tkadm cepgua (OCTC). beinu obecneno-
BaHbl 35 nogpocTkoB B Bo3pacTe 12-15 net: | rpynna — co cnabo BeipaxeHHon (nerkon) ACTC-NMMK 6e3 MP 1 M, a
Takke aetn ¢ nsonuposaHHeiMn MAC, Il rpynna — getn ¢ ymepeHHo BbipaxeHHon CTC — NMMK ¢ npusnakamu MP B
covetaHum ¢ 1 nnm 2 MAC, Il rpynna- BeipaxxeHHass ACTC — getun ¢ NMK, npusHakamu M knanaHHo-xopAanbHoOro
annapara B covetaHun ¢ 2 n 6onee MAC. KoHTpornbHyto rpynny coctaBunv 15 nogpocTKOB COOTBETCTBYHOLLENO BO3-
pacta 6e3 MAC. Bcem fetam npoBoaunu axo- u gonnnepaxokapanorpaduto. Y nogpoctkos | rpynnbl 4OCTOBEPHbIX
N3MEHeHU KapanoreMognHamMmmnyecknx nokasarenen obHapyxeHo He 6bino, Bo Il rpynne Habnioganock yBennyeHue
NVHENHBIX 1 0OBbEeMHbIX NokasaTenew NeBoro Xenyaodka, oTMeyanvcb Npu3HakvM rmnepTpodun CTEHOK NEBOTO Xeny-
Jouyka. Takke BbIABMANUCL NPU3HaKM AMACTONMYECKOW AMCHYHKLUMM NEBOro xenyaodka cepgua. B Il rpynne obHa-
py>XeHbl JOCTOBEPHbIE U3MEHEHWS MOKa3aTenen, CBUAETENbCTBYOLLME O HAPYLLUEHUM cucTonuyeckon dyHkumm K. Y
nogpoctkoB ¢ JCTC umetoT MecTo onpeaerneHHble M3MEHEeHNs1 aXoKkapanorpadryeckmx nokasarenem, xapaktepusyro-
LLMX CUCTONMNYECKYH N ANACTONNYECKYH0 DYHKLUMM M1oKapaa. XapakTep HapyLUEHWI 3aBUCUT OT HanMymMs MUTparnsHowm
peryprutaumm, MMKCOMATO3HOW AereHepaunn U COMETaHHOCTU HECKOMNBbKUX MarbiX aHOManun cepaua.

KnioueBble crioBa: AuCnnasns COBOUHUTENbHON TKaHU, Manble aHOManuM cepaua, CUCTONMYeckas AMCHYHKLNS, AMacTonnyeckas amc-
hyHKLMSI, MUTPanbHast peryprutaLmsi, MUKCOMaTo3Has AereHepaLys.

Makhmudova F.M. Peculiarities of cardiac hemodynamics and functional state of left ventricular myocardium in teenag-
ers with connective heart tissue dysplasia // Saratov Journal of Medical Scientific Research. 2011. Vol. 7, Ne 1. P. 119-123.

The aim of investigation is to study heart hemodynamics in teenagers with connective tissue dysplasia of heart
(CTDH). 35 patients ages 12 to 15 years with CTDH have been observed: Group | (n=14) are the patients with mitral
valve prolapse (MVP) without mitral regurgitation (MR) and myxomatous degeneration(MD) or isolated minor heart ab-
normalities (MHA), Group Il (n=11) are patients with MVP and MR in combination with 1 or 2 MHA, and Group Il (n=10)
are patients with MVP and mixoid degeneration (MD) in combination with 2 or more MHA. The control group consisted
of 15 patients of the same age without MHA. All the children passed Doppler and echocardiography. According to the
results significant changes of cardiohemodynamic indices in patients of Group | were not observed. The changes of
size and volume indices of the left ventricle (LV), increase in wall thickness and diastolic dysfunction of the LV were
observed in Group Il. The significant changes of systolic function of left ventricular myocardium were observed in Group
Ill. The study comes to the conclusion that teenagers with CTDH have definite changes of heart hemodynamics and
functional state of left ventricular myocardium. These changes depend on mitral regurgitation, myxomatous degenera-
tion and MHA combination.

Key words: connective tissue dysplasia, minor heart abnormalities, systolic and diastolic dysfunction, mitral regurgitation, myxomatous degen-
eration.

BBepeHue. [ucnnasvs cOeaVHUTENBHOW TKaHU
npruobpeTaeT Bce bonbluee 3Ha4YeHne B CTPYKType cep-
JeyHo-cocyamcton natonormn [1]. 310 0oBycnoBneHo
TEM, YTO OCOOEHHOCTBEH Mopd)oreHesa CoeanHUTEMb-
HOW TKaHW SIBNSIETCA ee yyacTue B hOpMMPOBaHUN Kap-
Kaca cepaua NpakTUYecKn Ha BCex aTanax OHToreHesa.
[MpucTanbHOE BHMMaHWe y4eHbIX NpuBnekaer cneundm-
Ka 3ToW natonornv y AeTen n NogpoCTKOB, MOCKOMbKY
OaHHbI CMHOPOM 3a4acTyl MPOSABNAETCA UMEHHO B
TOT nepuopd, Korga pocT U pasBuUTUE opraHvM3Ma Hau-
Oonee MHTEHCUBHBI [2]. B CBA3WM C 3TUM CyLLECTBEHHOE
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3HayeHne npuobpeTaeT OLeHka AWMCMIacTUKO3aBUCU-
MbIX CTPYKTYPHbIX aHOManuin cepgua ¢ nosuumin nx re-
MOZAMHaMUYECKOW 3Ha4YMMOCTU. HecMoTpsi Ha To, YTO B
nutepartype obcyxgaeTca Bonpoc O HebGnaronpusaTHOM
BMMSIHUW Nporanca MUTparbHOro KnanaHa u aHomarb-
HO pPacnonoXeHHbIX XOPA Ha BHYTPUCEPAEYHYO reMoau-
HaMUKy, B YHaCTHOCTM Ha OUACTONMYECKYH (DYHKLMIO Xe-
NyA04KOB, BOMPOC 06 NX ponu B reHese 3TUX HapyLUeHW
BCE elle oCTaeTcsi AUCKYTabenbHbIM.

Llenbto nccrnenoBaHns ABNANoCh n3yyYeHne ocobex-
HOCTEN KapAMOoreMoaMHaMUKM U PYHKLMOHANbHOro co-
CTOSIHUSI MMOKapaa NeBOro enyaoyka y nogpocTKOB C
avcnnasuven coeguHuTensHon TkaHn cepaua (OCTC).

MeTtoabl. B gaHHom paboTte Gbinm oueHeHbl Nokasa-
Tenu kapguoremoguHamuku y 35 nogpoctkoB 12-15 net
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C CMHOPOMOM AMCMNasnun CoOeaUHUTENBHOM TKaHu cepa-
ua: | rpynna — naumeHTbl co cnabo BbIpaXeHHou (ner-
kon) OCTC-nponancom mutpanbHoro knanaHa (MMK)
6e3 muTpanbHow peryprutauun(MP) n MukcomaTo3HoM
pereHepauumn (ML), a Takke NogpoCTKU C U30NNPOBaH-
HbIMM ManbiMn aHomanuamu cepgua (MAC) (n=14), 1l
rpynna — nogpocTKn ¢ yMmepeHHO BbipaxeHHon ACTC —
MMK ¢ npusHakamm MP B codetanum ¢ 1 unm 2 MAC
(n= 11), Ill rpynna — BbipaxeHHas OCTC — nogpocTku
¢ MNMK, npusHakamn M[ knanaHHO-xopAanbHOro an-
napata B coyetaHun ¢ 2 n 6onee MAC (n=10). Mpynny
CpaBHeHus coctaBunn 15 300poBbIX NOOPOCTKOB COOT-
BETCTBYHOLLIEro Bo3pacTa 6e3 axokapauorpaduveckux
npusHakos [CTC.

[na oueHKM COCTOSIHWS KnanmaHHO-XOpAarbHOro an-
napata cepgua 1 nokasaTenen KapavoreMogvHaMukn y
HalMX NauMeHTOB MPUMEHSNCS MEeTOoL OOHOMEPHON U
OBYyXMepHON axokapgmorpadum, a Takke AOMNMnepaxo-
kapguorpadus Ha annapate «Ultramark-8» (ATL,CLUA)
no craHgaptHou Mmetoauke [3]. Onpegensnuce Takvne
axokapgmorpaduyeckme nokasarenu, kak guamerp aop-
7ol (OA), anameTtp nesoro npencepamns (OJ1M1), kKoHeYHo-
AnacTonuyecknini pasmep 1 obbem NeBoro >xenyaodka
(KOP, KOO), nnowaae mutpansHoro oteepctus (NMMO). C
Lienblo U3yYeHns CUCTONMYECKON DYHKLMN cepala Hamu
Obin NpoBeaeH aHanma dpakumm Beibpoca (PB),ckopoctu
LMPKYNAPHOro  YKOpoveHnst BOnokoH mwuokapaa (Vcf),
dpakumm ykopodeHus (%AS), yaapHoro un MMHYTHOMO 06b-
emoB kpoBoobpaiyeHusi (YO, MO), koHeYHO-cucTonmye-
Ckunx pasmepa u obbema nesoro xenygodka (KCP, KCO).
Onpegensanncb Takke TOMLWMHa 3adHEe CTEeHKU NeBOro
xenypodka (T3CIDK) n mexokenygo4koBOW Neperopoaku
(TMDKIT) n macca muokapaa nesoro xenygovka(MM) gns
BbISIBMIEHUS] MPV3HAKOB MMNepTpodum NeBoro >xenyaod-
ka (JTX). N3aBecTHO, 4YTO AaHHbIe NokasaTenu c4MTalTCs
Hanbonee MHPOPMATUBHLIMU U UMEIOT BaXKHOE MPOrHO-
CTUYecKoe 3HadeHuve [4].

[nsa xapaktepucTukm anactonnyeckon gyHkumm JHK
MCMNoNb30Banoch onpeaeneHne aonnnepaxokapanorpa-
dnyecknx nokasaTtenen TPaHCMUTPANbHOIO KPOBOTOKA
(NMnkoBbIX CKOPOCTEN MOTOKOB paHHero (Ve) n nosgHero
(Va) mmactonunyeckoro HamnorHeHwusi, BpeMeHn 3amen-
NeHNs NOTOKa paHHEero AMacTONMYECKOro HamnofHeHus
(DT) n BpeMeHn M30BONMIOMETPUYECKOrO paccnabnexus
(IVRT). OHM NO3BONSAIOT YyTOUHWUTb CTPYKTYPY HapYLUEHWUIA
npolecca Anactonbl U ONpeaennTb TUN AUCAyHKLMK [5].

Bce nony4yeHHble faHHble ObinNvM NOABEPrHyThl CTa-
TUCTUYeCckon obpaboTke C MCNONb3oBaHMEM Henapame-
TPWUYECKOrO PaHroBOro KpUtepusi YUnkokcoHa. [daHHble
npeacTaBneHbl B BUAE cpegHero u ero owmbkm (M+m).

Pe3ynkraTtbl. Oxokapguorpadguyeckoe mccnenosa-
HVe BbISIBUIO y NaLMEHTOB crneaytoLwue aucnnacTmkosa-
BUCHMbIE M3MEHEHUS: NMPOManc MATParibHOro knanaHa —
y 29 (82,946,4%), aHOManbHO pPacnofioXeHHbIe XOpAbl
(APX) neBoro xenygo4yka —y 14 (40,0+8,3%), aHeBpu3-
Ma MexnpencepaHon neperopodkn — y 3 (8,614,7%),
nporanc TpexcTBop4aToro knanaHa — y 8 (22,9+7,1%),
npornanc aopTaneHoro knanaHa —y 2 (5,7+3,9%), noba-
BOYHas xopAa B npaBom xenygodke —y 2 (5,7+£3,9%).
®PukcmMpoBanMcb Takke Takve Manble aHoManuu cepg-
La, KaK: yTonLieHne v yanmHeHne CTBOPOK MUTParbHOro
knanaHa—y 9(25,7+7,4%), norpaHN4HO LUMPOKUIA KOPEHb
aopTbl —y 4 (11,4£5,4%), oTKpbITOE OBarlbHOE OKHO — Y 2
(5,7£3,9%). Mo cteneHn nponabupoBaHNs MUTPaNbLHOTO
KnanaHa otTMevanucb criegytolume cootHowenms: NMMK
| ctenenn —y 15 (42,918,4%), NMMK Il ctenenn — y 11
(31,4+7,8%), MMK Il ctenenn —y 3 (8,6+4,7%).

Mpn aHanu3e axokapamorpaduyeckmx nokasarenen
y nogpoctkoB ¢ [ACTC n3MeHeHVs1 B pasnnyHbIX rpynnax

Obinv  HeodHo3HaYHbIMU. OBLUMM MPU3HAKOM  SIBMSNOCH
yBenunyerue NMMO, KoTopoe C pasnmnyHON CTeneHb AOCTO-
BEPHOCTV OTMEYarock Bo Bcex rpynnax naumeHTtos ¢ ACTC.

B rpynne ¢ nerko OCTC [oOCTOBEPHbIX OTKIOHE-
HUI B NokasaTtensax obHapyxeHo He O6bino. OTmevanach
HekoTopasi TeHAeHUMs K CHkeHuio OB (Ha 4,3%), %AS
(Ha 6,2%) n MO (Ha 5,4%), XOTA U3MEHEHMA He Obinu
AocTtoBepHbIMK. Y naumeHToB ¢ nerkon OCTC 6bino
YCTaHOBMEHO M YTOILLEHNE MEXOKENYO04YKOBOW nepero-
poaku (Ha 10,4%; p<0,05).

M3ameHeHns axokapguorpadunyecknx nokasarenen y
nogpoctkoB ¢ [JCTC B cpaBHEHUN CO 300POBLIMU OETb-
MW nokasaHbl B Tabnuue 1.

B TO Xe Bpemsi y nogpoOCTKOB C YMEPEHHO Bblpa-
xeHHon OCTC mbl Habnoganu yBenuyeHne NUHENHbIX
1 0ObEMHBIX MOKa3aTenemn NeBoro xenyaodka. Tak, 4o-
CTOBEPHO BbILLE, YeM B KOHTpone, okadanuck KOP (Ha
4,9%; p<0,05) n KOO (Ha 11,7%; p<0,05) nesoro xe-
nypnoyka. OQHOBPEMEHHO C 3TMM OTMevanacb TeHOEH-
ums Kk ysenmdeHunto KCP (Ha 5,5%), KCO (Ha 14,3%) n
yBenuyenve MO (Ha 15,3%; p<0,05).B atoi xe rpynne
Mbl Habnoganu ysenuyenne TMXKI (Ha 11,3%; p<0,05),
T3CJDXK (Ha 6,8%), MMJTX (Ha 23,6%; p<0,01), a Takke
pasmepos nesoro npeacepaus (Ha 10,6%; p<0,05).

B oTHOLIEeHUN guacTonmyeckon yHKUMM Heobxoam-
MO OTMETUTb, YTO Y MOAPOCTKOB C YMEPEHHO BblpaXeH-
Ho [JCTC oTmevanocb poctoBepHoe (p<0,001) cHu-
)KEHWE MUKOBOW CKOPOCTU PaHHEro AMacTofiMyeckoro
HanonHeHus (Ve) (Ha 14,7%), npu onpegeneHHoOM yBe-
nunyeHnn Va (Ha 2,9%), 4To NpuBOAUIO K JOCTOBEPHOMY
(p<0,001) cHwxeHuto cooTHoLwweHus (Ve/Va) (Ha 17,2%).
OpQHOBPEMEHHO C 3TMM OTMeYariocb MOBbILLEHUE Bpe-
MeHHbIX nokasatenen: DT — Ha 11,5% (p<0,001), a Tak-
xe IVRT — Ha 18,3% (p<0,001).

Mi3aMeHeHns nokasaTenen, xapakTepuaywLlimx aAva-
cronuyeckyto cyHkumio y nogpoctkoB ¢ ACTC, otpaxe-
Hbl B Tabn. 2.

Mpn aHannse axokapamorpaduyecknx nokasarenemn
B rpynne 6onbHbIX ¢ BbipaxeHHon OCTC mbl 06Hapy»xu-
nn poctoepHoe yBenuyeHne KCP (Ha 16,4% (p<0,001))
n KCO ( Ha 44,8% (p<0,001)), cHmxeHune ®B (Ha 17,0%
(p<0,001)), %AS (Ha 22,1% (p<0,001)). Momumo ne-
PEYUCTIEHHBIX W3MEHEHUN Habniganocb CHWXEHWe
Vcf (Ha 7,1% (p<0,01)) n MO (Ha 11,3% ( p<0,05)). Y
NnoapOCTKOB STOW rPynnbl HaMU ObInn BbISIBNEHb! Tak-
e JocToBepHoe npeBbiweHne 3HadeHun T3CITDK (Ha
11,8%; p<0,01), TMXI (Ha 19,4%; p<0,001), 1 MMJDK
(Ha 31,5%; p<0,01), No cpaBHEHUIO C KOHTPOSEM.

MokasaTenn TpaHCMUTPanbHOrO KPOBOTOKA Y MOA-
pOCTKOB C BblpaxkeHHow [JCTC He umenu 3Ha4nTenbHbIX
OTMMYMI OT KOHTPONbHOW rpynnbl. OgHako HeobxoaMmo
OTMETUTb, YTO ObiNa BbIsIBNIEHA TEHAEHUMSA K CHUKEHUIO
Ve n Ve/Va, noebiweHnto Va n yanuHexuno IVRT.

O6cyxpeHue. [ucnnasnsi COeaMHUTENBHOM TKaHU
cepaua XxapaKkTepusyeTcsl LUMPOKUM CMEKTPOM BPOX-
OEHHbIX aHOManwui, 3aTparnBatoLLMX Kak KnanaHHO-Xop-
JanbHbI annapart, Tak U oTAenbHble CTPYKTYpbl cepala
N KPYMHbIX cocynoB. [poBedeHHOe Hamu TLlaTenbHoe
NonuNo3nLMOHHOE 3xoKkapauorpaduyeckoe wmccneno-
BaHMe noAaTBepaurno Hanuume y nogpoctkoB ¢ OCTC
pasnuyHbix MAC. OpgHako, HecMOTpsi Ha pasHoobpa-
31e BbISIBNIEHHbIX MarnblXx aHoManui, Hanbonee 4acto
BCTpEeYarLLMMCs AUCNNACTUKO3aBUCUMbIM U3MEHEHMEM
cepaua, CornacHo MonyYeHHbIM HaMu AaHHbIM, OKasa-
nocb NponabupoBaHne MUTpanbHOrO KranaHa.

AHanua axokapguorpaduyeckmx mnokasaTtenen B
pasnuyHbIX rpynnax nokasan, 4YTo yHKUMOHanbLHoe
COCTOSIHWE NIEBOTO Xenyaoyka 3aBUCUT OT CTENEHWN Bbl-
paxeHHocTn ACTC. Tak, oTCyTCTBME AOCTOBEPHbIX W3-
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Ta6bnuua 1
Oxokapaunorpaduyeckue nokasarenu y nogpoctkon ¢ [ICTC
OxoKI KoHTponbHas rpynna | rpynna Il rpynna Il rpynna
nokasarenu (n=15) (n=14) (n=11) (n=10)
OA (cm) 2,43+0,05 2,56+0,1 2,46+0,06 2,70+0,10*
(2,0-2,7) (2,1-3,3) (2,2-2,8) (2,2-3,2)
ann (cwm) 2,57+0,06 2,74 +0,08 2,85+0,09* 3,01+0,10***
(2,2-2,9) (2,2-3,3) (2,3-3,3) (2,6-3,6)
KOP (cm) 4,30+0,06 4,21+0,08 4,51+0,06* 4,44+0,08
(4,0-4,7) (3,6-4,6) (4,3-4,9) (4,1-4,8)
KCP (cwm) 2,74+0,07 2,79+0,08 2,89+0,09 3,19+0,09***
(2,3-3,1) (2,0-3,1) (2,4-3,3) (2,7-3,6)
T3CITXK (cm) 0,707+0,018 0,74340,023 0,755+0,016 0,790+0,023**
(0,6-0,8) (0,6-0,9) (0,7-0,8) (0,7-0,9)
TMXT (cm) 0,653+0,017 0,72140,024* 0,727+0,024* 0,780+0,02***
(0,6-0,8) (0,6-0,9) (0,6-0,8) (0,7-0,9)
KOO (mn) 83,4126 79,8+3,4 93,1+3,0* 89,9+3,7
(70,0-102,4) (54,4-97,3) (83,1-112,8) (74,2-107,5)
KCO (mn) 28,4417 29,7+1,9 32,542,5 41,242 ,9***
(18,1-37,9) (12,7-37,9) (20,2-44,1) (27,0-54,4)
YO (mn) 54,9423 50,0+2,1 60,6+2,9 48,8+1,4*
(40,4-70,1) (39,6-65,1) (51,5-85,8) (42,1-54,9)
MO (n/muH) 4,28+0,13 4,05+0,13 4,93+0,26* 3,79+0,09*
(3,4-5,11) (3,49-4,94) (4,02-7,38) (3,44-4,39)
YCC (ya/muH) 78,413 81,5+1,7 81,3+1,2 77,9411
(70 — 86) (70-92) (76 — 88) (72 -82)
®B (%) 65,9+1,8 63,1+1,5 65,2+2,3 54,7+1,7"**
(54,4-74,3) (55,5-76,6) (54,7-77,0) (49,4-63,6)
%AS 36,3+1,4 34,0+1,1 35,9+1,8 28,3+£1,07**
(27,9-42,9) (28,6-44,4) (28,3-45,5) (25,0-34,1)
Vcf (c) 1,38+0,03 1,35+0,01 1,34£0,01 1,28+0,02**
(1,2-1,51) (1,28-1,42) (1,3-1,41) (1,2-1,4)
MMJTX (r) 93+4,45 100,56,5 114,944 ,5** 122,3+7,7*
(66,1-133,0) (60,2-145,2) (94,5-144,0) (96,3-164,0)
MMO (cm?) 4,81+0,08 5,17+0,01** 5,11+0,06* 5,13+0,08*
(4,3-5,4) (4,5-5,7) (4,8-5,4) (4,8-5,5)

MpumeyaHue: CTaTUCTUYECKN 3HAYMMARA pa3HUL@ C MokasaTensMu KOHTPOnbHOM rpynnbl: * — p< 0,05; ** — p< 0,01; *** — p<0,001. Uudpbl B
BepxHel cTpoke obo3HayatoT Mtm, rae M — cpegHee apudmMeTnyeckoe 3HadeHne, m — ctaHaapTHas owmbka. Lindpel B ckobkax 0603HavaoT Makcu-
ManbHOe U MUHUManbHOe 3HaYeHNs NokasaTens.

Tabnuua 2
ﬂonnnepaxoxap.quorpaquecme nokKasaTtesim TpaHCMUTPanbHOro KPOBOTOKa Yy NOAPOCTKOB C D,CTC
Honnnep3xoKr KoHTponbHas rpynna | rpynna Il rpynna Il rpynna
nokasarenu (n=15) (n=14) (n=11) (n=10)
Ve (m/cek) 0,788+0,019 0,771+0,02 0,672+0,005*** 0,778+0,02
(0,69-0,92) (0,69-0,90) (0,65-0,70) (0,66-0,90)
Va (m/cek) 0,491+0,009 0,484+0,018 0,505+0,006 0,506+0,009
(0,41-0,54) (0,39-0,58) (0,48-0,55) (0,47-0,57)
Ve/Va (en) 1,61+0,04 1,60+0,03 1,33£0,01** 1,54+0,02
(1,35-1,84) (1,39-1,77) (1,27-1,39) (1,38-1,65)
DT (mcek) 169,442,1 165,1£2,0 188,9+1,4*** 171,0+2,3
(154-180) (154-180) (180-196) (159-188)
IVRT (mcek) 74,8127 74,241 88,5+2** 75,1£2,6
(59-93) (69-80) (78-97) (64-90)

MpumeyaHue: craTMCTMYECKU 3HAYMMAasi pasHMLUa C nokasaTensimMmn KOHTPOnbHOM rpynnel: * — p< 0,05; ** — p< 0,01; *** — p<0,001. Uudpbl B
BepxHel cTpoke obo3HayatoT Mtm, rae M — cpegHee apudmMeTnyeckoe 3HadeHne, m — ctaHaapTHas owmbka. Lindpel B ckobkax 0603HavaoT Makcu-
MarnbHOe U MUHMManbHOE 3HaYeHNs NokasaTens.

MeHeHun y nogpocTtkoB ¢ nerkon JCTC, Ha Haw B3rag,
CBUOETENBLCTBYET O TOM, YTO M3onupoBaHHble MAC B
otcytctBne MP n M[, kak npaBuno, He oKkasblBatoT Cy-
LLECTBEHHOIO BNWUSIHUA Ha KapauoremoauHamuky. Wc-
KntoveHrne MoxXeT kacatbes APX, BO3aencTBne KOTOPbIX
3aBMCUT OT PaCMNONOXEHUSA B MOMNOCTH Xenygoyka. 9Tum

MOXHO OOBSACHUTL 0BHAPYXXEHHYID HaMWU TEHOEHLMIO K
ymeHbLueHuto ®B, MO u Vcf. BeposaTHo, oHa obycnosre-
Ha Bo3gencTemem APX, KOTOpble B Criydae pacrnonoxe-
HUS B cpeguHHOM K1 6asansHoM otgenax JIXK moryT BbI-
3bIBaTb OMpeAeneHHble U3MEHEHUS BHYTPUCEPOEYHOM
reMoAuHaMyKW, NPOSIBNSAOLLMECS B CHDKEHUM hpakLmm
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BblIBpOCa ¥ CTeNeHN YKOpOYeHWs nepegHe-3afgHero pas-
mepa JDK.

OOHapyxeHHOe OocToBepHOe yBenuveHne TMXKIT,
BO3MOXHO, CBA3aHO C Hannuuem y nogpocTkos ¢ ACTC
rMNepcMMNaTMKOTOHMM, ONMCaHHON PALOM aBTOpoB [6].
R. Agabiti ykasbiBaeT, 4TO KaTexonamuHbl CNocobCTByOT
MUOKapAnanbHON runepTpodun, oTMevas, YTo Makcu-
MarnbHas NMOTHOCTb afpeHOPELIENnTOPOB BbISBSETCS
B MEXOKenyao4ykoBon neperopogke [7]. BeposTHo, ato
MOXET ObITb NPUYMHON OOHAPYXEHHOTO B HALUMX Uccre-
poBaHusx ytonwenns MXXIT npu OTCyTCTBMM 3HAYUMBbIX
HapyLUeHWI KapaAnoreMogHaMUKN.

YBenunyeHve nMHENHbIX U 0ObeMHbIX nokasaTtenemn
JIX'y nogpocTtkos Il rpynnbl cBUAETENLCTBYET O (DOPMU-
pyloLLEeNnCcs neperpyske Mnokapaa, Yto NnoaTBEepXKaaeTCs
yBenuyeHnem MO y atux naumeHToB. Mopdonormnye-
CKOW KOMMNEHCaLMen Takon Neperpyskn ABnseTcs ysenm-
yeHne TMXKIM, T3CIDK, MMITXK, a Takke pa3mepoB ne-
Boro npencepaus. lNocnegHee obycnoBneHo, NOMUMO
3TOr0, HaNM4MeM y NauneHTOB C YMEPEHHO BblpaXXeHHOWN
OCTC mutpanbHon peryprutaumm, 4To cosgaeT gonor-
HUTENbHbI 0OGBbEMHbIV (haKTop.

BbisiBNeHHble B 3TOM Xe rpynne M3MeHeHus no-
Kasatenem TPaHCMUTPanbHOrO KPOBOTOKA SABMSOTCS
npu3HakaMmyM HapyLleHUs [uacTonMYecKkon yHKLMK
JDK. Ha paHHux atanax gmactonuyeckon aucdyHKumn
UMEET MEeCTO NepecTponka ANaCcTONNYECKOro HarnosnHe-
HWUS1 CO CMELLEHMEM B CTOPOHY MpeacepAHON CUCTONMbI.
MoaoTBepxaeHnem aToMy CRYXUT nepepacnpenene-
HWE HaMOIHEHMS C yMEHbLUEHUEM Ve U MOBbILLEHUEM
Va, oTMeYeHHoe B Halwumx uccnegoBaHusx. MNMpuynHomn
CHWDKEHNST CKOPOCTW PaHHEro AMacTonMyecKkoro Hamnor-
HEHWs1, Kak NpaBuno, ABMSIOTCA HapPyLEeHUS aKTUBHOM
penakcauum, USMEeHEHMWE XECTKOCTM CTEHKU Xenyao4kKa,
CHWXeHWe anacTuyHocTn muokapga [8]. CormacHo MHe-
Huio O.A. Lterman n HKO.A. TepelueHKo, aganTuBHbIE
N3MeHeHus1 paccnabneHnss n pacTsKeHuss Muokapaa
NPVBOASAT K 3aMefJIeHNI0 penakcaumm neBoro Xenyao4-
Ka npu HopManbHOM AaBfeHun B NIeBOM Npeacepany u
conpoBoXaarTcsi 6onee MHTEHCUBHBIM COKpaLLeHNEM
npeacepaoni 1 yBenuyeHneMm pakumm npeacepaHoro
KomnoHeHTa [9]. Ha 3amegneHne penakcauumn B Halmx
nccnegoBaHuax ykasbiBaet yanuHerue IVRT (p<0,001),
T.e. Nepuofa nageHus OaBneHns B Xenyaodke npu 3a-
KPbITbIX MUTParibHOM M aopTanbHOM knanaHax. CHuxe-
Hune DT Takke ABNAETCA OTpaKeHNEM HapyLLEHUIN B paH-
HIOK0 pasy AMacTOorbl, KOrda OCHOBHOE 3Ha4YeHMe UMeeT
rpagueHT OaBrneHus Mexay npeacepaveM u Kenynou-
KOM. /I3MeHeHMs TpaHCMUTPanbHOrO KPOBOTOKA Y MOA-
POCTKOB C YMepeHHO BblpaxkeHHon OCTC cooTBeTCTBY-
10T BapuaHTy LMacCTONMMYECKOM AUCHYHKLUN, KOTOPbIN
HeKoTopble aBTOpbl Ha3bIBaOT TUMOM HEJOCTaTOYHOM
penakcauun (relaxation failure) [5]. Y gaHHOM rpynnbl
HonbHbIX HabnogaeTcs HapyLleHne paccrnabneHus Mu-
oKapZa B paHHIOK AMacTony, KOTOPOe SBMSETCS SHEepro-
3aBMCUMbIM NpoueccoM. Ha Haw B3rnsa, B OCHOBE 3TUX
HapyLUEeHWI NeXUT AedUUNT MaKpo3pros, NPUBOLALLMNA
K HapyLleHnsM penakcaumm 1 COOTBETCTBYHOLUMM U3Me-
HeHusiM ha3 N30BONIOMETPUYECKOTO paccrnabneHns u
BbICTPOro HaMoNHEHMS.

Y naumeHToB Il rpynnbl nameHeHust Habnoganucs B
OTHOLLEHMN NoKasaTeneun, XxapakTepusyLmx CUCToNu-
yeckyto pyHkumio. MNosbiweHne KCP 1 KCO ceunpetens-
ctByeT 06 yBenuyeHve obbema KpoBW, OCTaloLLencs B
Xernyaoyke B KOHEYHbI MOMEHT CUCTOMbl. OTO Mpouc-
XOAMUT NPU HAPYLUEHUN COKPaTUTENBHOWN (OYHKLIMM >Keny-
[OOYKOB U MPUBOOUT K CHIDKEHMIO 3(EKTUBHOCTU BblI-
Opoca, NOATBEPKAEHNEM YETO CITYXXUT YyMeHbLUeHne OB.
B nonb3y HapyLueHnin KOHTPaKTUNLHOCTN Mnokapaa JIK

rOBOPUT 1 TO, YTO Y AaHHbIX NALMEHTOB Mbl HabNgaem
yMeHbLUeHMe 3HaveHnn %AS n Vcf. ManonpoayKTuBHbIV
cepaeyHbln BbIBPOC B KOHEYHOM MTOre obycnosnueBaeT
CHWXeHNe obbeMHbIX nokasartenen. B yactHocTu, atum
MOXHO 0ObACHUTL HU3KKNE 3Ha4YeHnst MO kpoBoobpalle-
HWS y NOAPOCTKOB C BbipaxeHHon [ACTC.

To, 4TO y MOOPOCTKOB 3TOM rpynnbl GbiNM O06Hapy-
XeHbl [OCTOBepHble yBenuueHusa 3HadeHun T3CIDK,
TMXIT n MMJTX, cBuoeTenbCTBYeT O TOM, YTO nepe-
rpy3ka IneBblX OTAENOB cepaua hopMupyeT B AaHHOM
crnyvyae CUMMETPUYHYHO runepTpoduio Muokapaa ne-
BOro enygoyka. VIHTepeceH TOT hakT, 4TO, HECMOTPS
Ha YyBENMYeHVe Maccbl MuWoKapga W runepTpoduio,
CKOPOCTb COKpalleHuss 1 adeKkTMBHOCTbL Bbibpoca y
NoapOCTKOB 3TOW IPyMnbl CHKEHbI. BeposaTHo, aTo 06-
YCITOBMEHO KAYE€CTBEHHO MHbIM COCTOSIHUEM CTPYKTYp
Muokapga npu Hanuuim M.

AHanus ayToMnCWHHOrO Martepuana, npoBeAEeHHbIN
A. Morales n R. Romanelli y nauneHToB ¢ M[J, nokasan,
YTO NPW 3TON NATONOrMN MPOUCXOANT HAKOMNIEHNE NpoTe-
OrMMKaHOB Kak B KranaHHO-XOpAanbHOM annaparte, Tak
1 B MMOKapauanbHOW CTPOME, YTO MOXET CYLLECTBEHHO
BMUATb Ha (PYHKUMOHANbHbIE XapakKTEPUCTUKN cepaey-
Hou Mbiwubl [10]. Kackag 6ruoxmmuyeckmx MexaHu3moB,
CMOCOOCTBYOLLNX HAKOMIEHNIO MPOTEOrMMKAHOB U M-
KO3aMMWHOIMMKAHOB B 3KCTpaLEnmonsapHOM MaTpuKee,
NPUBOANT K NEPECTPONKE B CTPYKTYPHOW apXUTEKTOHNKE
MVOKapAa, YTO MOXET COMPOBOXAATLCA ULLEeMU3aLnen
MUWOKapAa U HapyLLEHNEM ero KOHTPAKTUIbHOWM Cnocob-
HOCTK. BO3MOXHO, MMEHHO 3TK haKkTopbl NexaTt B OCHO-
Be OOHapYXXEHHbIX HapPYyLUEHUN CUCTONMUYECKON (PYHK-
uun munokapga JIXK y nogpoctkos ¢ BbipaxeHHon OCTC.

B oTHoLeHnM nokasaTenen TpaHCMUTPanbHOMO Kpo-
BOTOKa XOTENnocb Obl OTMETUTb, YTO MOITyYEHHbIE OaAH-
Hble, XOTS U CBUAETENbCTBYOT 06 OTCYTCTBMM Yy 3TOM
rpynnbl rpybbiX HapyLIEHUI CO CTOPOHbLI AuacTonuye-
CKMX MOTOKOB, TEM HE MEHee yKasblBaloT Ha Hebnaro-
NPUATHYIO TEHAEHUMIO WX u3MeHeHun. Kmerowmecs
CABWIM OTPaxatoT CKIOHHOCTb K peayKuun dasbl paHHe-
ro HarosIHEHUS U KOMMEHCATOPHOMY YBEMNUYEHMIO POIn
npeacepaHoOro KOMMOHEHTa B AMACTONMYECKOM Hanor-
HEHWM NEBOTO Xenyaouka.

3akntoyeHune. Bhbilen3noxeHHoe MO3BOMsET OT-
MeTuTb, 4to y nogpoctkoB ¢ OCTC wumeloT mecto
onpegerneHHble M3MEHEeHUs1 3dxokapAamorpauyeckmnx
nokasarenem, XxapakTepusyLLnX CUCTONMYECKYIO 1 On-
acTonunyeckyto yHKUMM Muokapaa. NMpu atom BaxHoe
3Ha4YeHVe UMEET HanMune MUTParnbHOW peryprutauum,
MMWKCOMAaTO3HOW AereHepaLmmn U COMETAHHOCTb HECKOIb-
KX ManblX aHOManui cepaua Ha ¢oHe gucnnasmm co-
€OVHUTENBHOW TKaHW.
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Cudopoeuy 0.B., lNopembikuH B.U., Enu3zapoea C.10., Koponesa U.B. OcoGeHHOCTU pa3BUTUS U TeYeHUs 3a6oneBaHuN,
accouMMpPOBaHHbIX C AUCNa3uen CoeUHUTENBLHON TKaHu, Y AeTel nyGepTaTHoro Bo3pacta // CapaToBCKUI Hay4HO-Meam-
uuHckun xypHan. 2011. T. 7, Ne 1. C. 123-126.

[MpoarHanunanpoBaHbl pUCK pas3BUTUA U OCOBEHHOCTU TeYeHus comaTnyecknx 3abonesanuin y 111 geten nybeprar-
HOro BO3pacTta Npv HanMuuu AUcnnasumn coeamHuTernbHor TkaHum (OCT). YcTaHOBNEHO, YTO YacToTa BCTPEYAEMOCTH
3abonesaHui B nybepTaTHOM BO3pacTe y AeTew 3HaunTenbHo Boile npu Hanuydum ACT, Yem npu ee oTcyTcTBUN. BhbI-
aBneHbl deHoTunnyeckre npusHakn ACT, cnocobeTaytowMe TeHeHWI0 BPOHXManbHOW acTMbl U S3BEHHON 6onesHu B
Tshkenow dopme.

KntoueBble cnoBa: aucnnasus COedMHUTENBHON TKaHW, coMaTiyeckine 3abonesaHus, I'nysepTaTHbIVI nepuoa.

Sidorovich 0.V., Goremykin V.I., Elizarova S.Yu., Korolyova I.V. Development and clinical course of diseases accom-
panied by connective tissue dysplasia in children of puberty age // Saratov Journal of Medical Scientific Research. 2011.
Vol. 7, Ne 1. P. 123-126.

The risk of development and clinical course of somatic diseases have been analyzed in the research work. 111 ado-
lescents suffering from connective tissue dysplasia have been under the study. It has been stated that the frequency
of somatic diseases among adolescents with connective tissue dysplasia is higher than this frequency among adoles-
cents without such disease. Phenotypic signs of connective tissue dysplasia have been revealed. They are responsible

for the development of bronchial asthma and severe stomach ulcer.
Key words: connective tissue dysplasia, somatic diseases, puberty period.

BBegeHue. B HacTosillee BpeMmsi, COrnacHo mno-
cneaHum anuaemMuornorMyecknm ucerenoBaHusMm, nullb
16% BbINYCKHUKOB CPEAHEN LUKOfbl MOryT CYMTaTbCA
abcontoTHO 3g0poBbiMK, Y 35-40% u3 HUX MMeErTCS
XpoHu4yeckune 3aboneeanus n'y 45-50% — mopdodyHk-
UMOHarbHble OTKMOHEHUS], MPW 3TOM Yy Kaaoro BTOPO-
ro LWKONMbHUKA HabnogaeTca codyeTaHue HEeCKONbKUX
XPOHUYECKUX 3aboneBaHunii ¢ psaoM YHKUMOHAMbHbIX
HapyLeHWIn, YTO CBUAETENbCTBYET HE TONMbKO O Meau-
LMHCKOM, HO M O couManbHOM 3HAYMMOCTU COXPaHEHMS
3[00pOBbs NogpacTatoLlero nokonexus [1, 2].

B pamkax coxpaHeHusi 300poBbsi AeTeil CyLeCcTBEeH-
HOe 3HaYeHne MMeeT TeueHne nybepraTHoro Bo3pacTta. OT
TOro, HaCcKOJbKO MOMHOLEHHO MpOTEeKaeT 3TOT Nepuos, BO
MHOIOM 3aBVCUT CTAHOBIIEHNE PENPOOYKTUBHBIX (OYHKLIMNA
N 300POBbE YeErioBEKA BO B3POCIOM COCTOSIHUW. BrinsiHne
3TOro Nepuroaa >mnsHM Ha 300poBbe pebeHka B 3HAUMTENb-
HOW Mepe 0BYCNOBMNEHO BbICOKAMMW NCUXO3MOLIMOHANbHBbI-

OTBeTCTBEHHbIN aBTOp — Cugoposuy OkcaHa BuTtanbesHa.
Appec: 410005, r. Capartos, yn. MNocaackoro, 193/199, kB. 41.
Ten.: 8-917-205 43 62, (845 2)452556.
E-mail: oksana-sidorovich@yandex.ru

MW Harpy3kamu: nocregHuii aTan LUKOMbHOro OBy4eHus,
npodeccnoHanbHoe camoonpeaeneHne, MHTerpauusi Bo
B3poCroe obLWEeCTBO M T.A., YTO MOXET crnocobcTBoBaTb
pasBUTUIO Pa3nnyHbIX 3abonesaHuii [3-5].

BaxHO OTMETUTb, YTO OETU C HaMM4MeMm Aucnnas’uu
coegunHutensHon Tkanu (OCT) aBnatoTCs rpynnow noBbl-
LUEHHOrO puUCKa pa3BUTUSI pPasnUyHbIX 3aboneeBaHun B
nybeprtaTHoM Bo3pacTe. OTO CBSA3AHO C TEM, YTO Hanu-
yne OCT camo no cebe MOXET CNyXunTb OCHOBOW psiaa
naTonornyecknx COCTosiHWUM, a B nepuogd nybeprarta aToT
pPUCK MOXET MHOrokpaTHO ycunueatbes. OgHako Bepo-
ATHOCTb Pa3BUTMS U OCOOEHHOCTU TEYEHUS PasNUYHbIX
comartuyeckux 3abonesaHun y geten ¢ Hanudnem OCT
B nybGepTaTHOM BO3pacTe [0 HaCTOSALEro BPEMEHN U3-
y4€Hbl HegocTaTouHo [6-10].

Llenb paboTbl: n3yyeHne pucka pa3suTns 1 ocobeH-
HOCTEW TeYeHWsi pas3nuyHbIX coMaTuyecknx 3abonesa-
HWUI y aeTen nybepTaTHOro Bo3pacra npu HanMymMm guc-
nnasuy COeANHUTENBHON TKaHM.

MeTtoabl. PaboTa BbinonHanacb Ha 6ase neguartpu-
YeckMx KnuMHMK CapaToBCKOrO rocyaapCTBEHHOMO Meau-
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