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ITATOJIOI'YMS BHYTPEHHUX OPI'TAHOB VY JIMII MOJIOAOT'O
BO3PACTA C CUHAPOMOM JIUCILIA3UU COEJJUHUTEJBHOM
TKAHHU

®ununenko I1.C., pane3a E.M., Jlonrosa 1.H., Manookas 10.C.
Cmaspononvckas 2ocyoapcmeennas meouyunckas akaoemusi, Cmasponoo

B craTtbe mpuBoAATCH AaHHbIEe KJINHMUYECKHUX MPOSABJIEHHMI IMCIIA3UH COeTHMHU-
TeJbHOM TKAHHU Y JIMI MOJIOAOT0 BO3PACTA U €€ CBSI3M C NATOJOTUi BHYTPEHHUX Op-
raHos. Pe3yabTaThl HcciienoBaHMii NMOKa3aau, YTO CHHAPOM IMCINIA3MM COeJUHM-
TeJbHOW TKAHU MOKeT MPOSIBJIATHCHA AUCIIIACTHYECKHMH M3MeHEeHUsIMU He TOJIBKO
B OJTHOM OpraHe, HO H B HECKOJIbKHX OpPraHax Wim cucremax. /st Hero xapakTepHbI
HU3MeHeHHUsl PAKTUYeCKH BceX OpraHos u cucreM. Ilpu 3ToM Hannmuyue U3MeHeHUM
BHYTPEHHUX OPraHoOB OTYETIMBO KOppeJupyeT ¢ (PeHOTHNHMYECKMMHU NPOSBJIEHMA-
MH CHHAPOMA JUCILVIA3MU COeIUHHUTEJbHOH TKaHU. Takum oOpa3om, 4yem Gojblie
(eHOTMIIMUECKUX NPHU3HAKOB BBISIBJIACTCS NPU OCMOTpe, TeM 00Jiblle OCHOBAHMIA
0’KHAATH NATOJIOTHYeCKHe M3MEHEeHHs] U BO BHYTPEHHUX OpPraHax.

BpoxzacHHY0 [AaTONOTUMI0  COEAMHMUTENILHON
TKaHH, TPOSIBIISIONIYIOCS CHIDKCHHUEM €€ IPOYHOCTH,
NPUHATO 0003HAYaTh TEPMUHOM «IHCIUIA3Us» [2,4].
III/ICHHa?:I/IH COCI[I/IHI/ITCJ'II)HOI\/'I TKaHU TMPEACTaBIIACT
co00i YHHKaJIbHYI0O OHTOT€HETHYECKYIO aHOMAJIHIO
pa3BHUTHs OpraHM3Ma, KOTOpas OTHOCHTCS K YHCITY
CJIOXKHBIX, JAJIEKO HE U3Yy4YEHHBIX BOIPOCOB COBpE-
MEHHOU MeauuuHbl. [log 3TUM TEpMHHOM cleayeT
MOHMMATh AaHOMAJIHIO TKaHEBOH CTPYKTYpBI, MPOSIB-
JIAIOMYOCA B YMEHBIICHUN COACPKAHNUA OTAC/IbHBIX
BUJOB KOJIJIar€éHa WM HApyHICHUHW HUX COOTHOUIC-
HUS, 9TO TPUBOJUT K CHIDKEHHIO IPOYHOCTH COEITH-
HUTEJIFHON TKaHU MHOTHX OpraHoOB U CUCTEM. CHCI{'
CTBHEM 3TOTO SIBJISCTCS PACCTPOMCTBO TOMEOCTasa
Ha TKaHEBOM, OPTraHHOM W OPTaHM3MEHHOM YpOB-
HSIX.

Henpo HacTOSIIIEr0 WCCAETOBAHHUS ObLIO
U3y4deHHe MaTOJOTUH BHYTPEHHUX OPTaHOB Y JIUI C
CHH/IPOMOM COEIMHUTEIbHOTKAaHHOM JANCIIIa3HH.

Marepuajbl H METOIBI

O6cnenoBano 85 OONBHBIX C MPU3HAKAMU CHH-
apoma auciuiazun coeaunutenbHoi tkanu (CHACT),
43 myx4drHbl U 42 KEeHIIWHBI, CPEeTHUI BO3pacT
OonbHbix coctaBun 20.9+1.2 ner. KoHTponbHas
rpynmna Bkirogana 20 MpakTHUECKH 3I0POBBIX JIHIL B
Bo3pacte 21.5+3.2 rona, xeHmmH 0610 11, My)4uuH
- 9. B pamkax OOIICKIIMHUYECKOTO 0O0CIICIOBaHUS
MPOBOJIMIIOCH. OLICHKAa aHaMHe3a M OOBEKTUBHOTO
cratyca OOJBHOTO, yJIbTPa3ByKOBOE HCCIIEIOBAHHE
cepana ¢ pommieporpadueii Ha anmapare "SONOS
100" mo oOOIENPUHATON METOJIUKE, PETUCTPAIUI
OKI' cunxpoHHO B 12 cTaHIApTHBIX OTBEICHHSX,
X0NITepoBcKoe MoHuTOpHpoBanue (XM) DKI', yibT-
pasBykoBoe wucciefoBanne (Y3U) moduek opraHoB
OpIOIIHON TONOCTH, aHTHOTrpadus MOYeK, OPOHXO-
ckonusi. OmieHKa BapraOebHOCTH CEPIEYHOTO PHUT-
ma (BCP) mpoBoaniach ¢ ucnonb3oBaHueM npubopa

[MTonu-Criextp-3 (nporpammHoro ananusza «llomm-
Crekrp»).
Ioayyennsblie pe3yJbTaThl U HX 00CYKIEHHE

B anamHe3e OOJBHBIX C CHHAPOMOM JIUCIUIA3HH
COeIMHUTENbHON TKAaHW BHE3aITHasi CMEPTh POJICT-
BEHHUKOB B M0JioioM Bo3pacte (o 50 sret) ormeua-
nachk y 8,9% manueHToB, MaToJIOTUsl CyCTaBOB B MO-
J0/10M Bo3pacte (OCTEOXOHIPO3bI, APTPAITUH HEsiC-
HOT'O T'eHe3a, YacThle TMOABBIBUXU CycTaBoB) — 35%0,
pacmpocTpaHeHHBIX MbIIIeYHble Oomu — 7%, mpo-
JIATIC MUTpAJILHOrO KianaHa — 45%, HeBbIHAIIMBa-
Hue OepemeHHocTH — 18%, mpex/ieBpeMEeHHBIE PO-
el — 4,2%, poxaeHue AeTel ¢ HU3KOW Maccoi Te-
JIa UIMEJI0 MeCTO y 75,9% xeHIuH.

AHann3 OOBEKTHBHOTO CTaTyca OONBHBIX IO-
3BOJIMJT  BBIJICTHTH MHOXECTBO (DEHOTHIHYECKUX
IMPU3HAKOB OUCIIJIA3UHA COCI[I/IHHTCJ'II)HOﬁ TKaHU. Me-
30/IepMalibHbIe aHOMAJIMK C MU3MEHEHUSIMH CO CTO-
POHBI ckeneTa (aCTeHUYECKOe TeNOCIoXKeHue — 72%,
nedopmanyu rpyaHod kiaetku - 13%, mo3BOHOYHM-
ka — 56,9%, miockocronue — 69,2%, runepmo-
OmTpHOCTH cycTaBoB — 55,6%, uepema — 10%, «ro-
Tryeckoe HeOo» - 76%, 3aMmeienne pocTta BepxXHe
W HIWKHEH yemoctd — 14%, npuBBIYHBIE BHIBUXH —
13%); KOH U MATKHX TKaHe# (THIeppacTsiKUMOCTh
W UCTOHYECHHOCTh KOXKH — 24%, TUTIOTUIa3Hs MYCKY-
JaTypbl ¥ KUPOBOi TkaHu — 17%); rina3 (aHruormna-
tus ceruatku — 80%, muonus — 25%, romyObie
ckiiepsl — 74%); cocynoB (MOBBIIIEHHAS TIPOHHIIAC-
MOCTh U XpyHKocTh — 15%, paHHsis1 Bapuko3Has 60-
ne3us — 31%). Koska y G0NbHBIX ¢ AuCIUIa3uei co-
eMHUTENBHON TKaHU ObLIa TOHKOHM, IPOCBEYNBAIO-
LIEHCS, JIETKO PAHUMOM, YPE3MEPHO CYXOWU WU THU-
MEePANacCTHYHON KOXKel, 4acTo BCTpedallch KeIo-
WJIHBIC WJIM HATOMUHAIOIINE WITAITMPOCHYIO0 Oymary»
pyOus!, ctpun. beumn Takke 0OHapyKEHBI TUTMEHT-
HbBIC W JACHUIMCHTHUPOBAHHBIC IISITHA (BI/ITI/IHI/IFO),
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BECHYIIKH, oOmiue poanHOK. Ha romeHsx Opum
BU/IHBl MEJIKHE Y3€JKH I0J] KOXeH, IT0JKOXKHBIe
cdepyiibl (aHOMANTHMU pocTa KUpoBoit Tkanu). [epe-
MOHKU MEXy TalibllaMi BeTpeuanuch y 64% 6oib-
HBIX, Ae(opmanys ymHeIX pakoBuH — 17%, snmkanT
— 10% GONBHBIX.

VY NanueHToB C CHHIPOMOM AMCIUIA3HU COENH-
HHUTEJIFHON TKaHU 4acTO HAOJI0AICs TeMopparide-
CKMH CHHIPOM. YacThle HOCOBBIE KPOBOTCUCHHUS
(25%), mneTexHanbHO-TIITHUCTBIC DJIEMEHTBI ChIMK
(7%), nnutenbHble W/MIKM OOMIbHBIE MEHCTpYAIMU
(15%), moBbIIcHHASE KPOBOTOUHBOCTD JieceH (23%).

Hapymienrne B MIMMYHHOH CHCTEME TaKHX OOJb-
HBIX BBIPQKAIUCh HMMYHOAC(DUIIUTOM, KOTOPBIH
KJIMHUYECKH TPOSIBIUICS PEUUANBUPYIOIIUMH 1
XPOHHYECKUMH  BOCHIAJIUTEIFHBIMA ~ IIPOLIECCAaMU
BEPXHUX JIbIXaTeNbHbIX myTen — 45%, JIOP-opranos
— 56%, nerxkux — 13%, nouek — 23% U KOXKHBIX I10-
KpoBoB — 16%.

CamocrosTenbHasi KJIMHUYECKas 3HAYUMOCTb
MaTOJIOTUU COCJMHUTENILHOW TKaHH TOATBEPIKIACT-
Csl JaHHBIMH O BBICOKOW 9acTOTE HEHPOBETETUBHBIX
pPacCTpPOXCTB, U3MEHEHHMM LEHTPAJILHON HEPBHOMU
cucteMbl  (3Hype3, JedeKThl  peud, BEreTo-
cocyaucras auctonus) u ncuxuku [3]. Haumbonee
9acTO B HAIIMX HCCIIEIOBAHUSX BBISABISUINCH JIe-
MPECCUBHBIC COCTOSHMS, Ha JIOJIF0 KOTOPBIX MPUXO-
nutcst 6onee monoBUHBI obpamienuit (53% 60ib-
HbIX). [Icuxomaronoruyeckas KapTHHA 3THX COCTOSI-
HUI COOTBETCTBYET CTPYKType "MacCKHpOBaHHBIX',
CTEpPTHIX Jeripeccuil (cydnenpeccuii). DMU30bl rpy-
ctu, 0e3pa3nuuus, CKyKH, TOCKINBOCTH HJIH YTPIO-
MOCTH (IPEIMOYTUTENHHO B IEPBYIO MOJIOBUHY JTHS)
COYETAJIMCh C OECIIOKOMCTBOM, TPEBOKHOCTHIO M
Pa3apaKUTEIbHOCTBIO (MIPEIIOYTHTEIBHO BO BTO-
PYIO MOJIOBHHY JIHSI, 0COOEHHO Beuepom). bobmH-
cTBy O0nbHBIX (45%) ObUTH MPHUCYIIM MATOJIOTHYE-
CKHE TEJICCHBIC OIIYIICHHS - CEHECTONAaTHUH, KOTO-
pbIe Yarie BCEro JIOKAIN30BAINCH B TOJIOBE, PEXKE - B
JAPYTMX 4YacTsX Teia. BTOpBIM 1O yacTore mocie
apdextuBHbix HapymeHnuid npu CHACT sBusercs
aCTEHHYECKUM cuMITOMOKOMITIEKC (35% GOIBHEIX).
OH mposBisics B Kanobax Ha HEMEepeHOCHMOCTH
SIPKOTO CBETa, TPOMKUX 3BYKOB, MOBBINICHHYIO OT-
BJIEKaE€MOCTb.

Ilpu pucnnazuu COEMHUTENBHOM TKaHU UPO-
KO pachpoCTpaHEHbl M BeCbMa Pa3HOOOpa3HBI cep-
JeYHO-cocyaucThie n3menenus [1, 2, 4]. IIpu stom
CHH/IPOME B HAIIMX HMCCIEJOBAaHHUAX YacTO BCTpeda-
aucek. mponanc mutpanbHoro kiamana (I[IMK) —
63,3%, aHOMaNbHO PACMOJIOKECHHBIE XOPABI JIEBOTO
xemynouka — 45%, CcHWKEHHWe COKpaTHUTEIhHOU
¢bynkumu muokapaa — 18,0%, HapymeHuid putMa u
npoBoauMocT — 47% Oonbubix. [IMK | crenenu
Obu1 BbIsiBIEH y 57.6% OGonbHbIX, || cremenn — y
36.4%, Ill crenenn - y 6%. Yame npomabupoaina
nepenHsisi CTBOpKa MuTpaibHoro kiamaHa (88.4%).

Jloxxueie xopapl HaOmomamwch B 45% ciydaes,
yToJdmeHne W yammHeHne cTBopok MK B 25.4%,
MpoJIalIC CTBOPOK TPHUKYCHHIAIBHOTO KIallaHa B
3.2%. Y 57.6% mnaiueHTOB ObUTH BBISBICHBI HAPY-
IIEHWS pPUTMA CEpALA. CHUHYCOBas TaXUKapAus —
55.56%, cunycoBas Opamukapaus - 13.61%, murpa-
Ul CYNpPaBEHTPUKYJSIPHOTO BOAMTENST pUTMA —
24,83%, cynpaBeHTPUKYISPHAS JKCTPACUCTONHS -
49.44%. KenymodkoBasi SKCTPACHCTOIHS OOHApY-
xeHa y 38.33% OonbHbIX. CHHOAYPUKYJISIpHAS 0J10-
kana BeisiBicHa B 8,33% ciyuaes, cunapom WPW —
B 3,0%. Ilo naHHBIM PUTMOTPAMMBI Y OOJIBHBIX C
CACT umen mecto aucOanaHc MapacuMIaTHYeCcKOM
U CHUMIIATHYECKON BEr€TaTUBHON HEPBHOW CHCTEMBI
¢ mpeobiaJjaHueM aKTUBHOCTH IOCIHEIHEH, 4TO Be-
POSITHO, UIPaeT CYIIECTBEHHYIO POJIb B BO3HUKHO-
BEHUH apUTMHUYECKOTO CHHAPOMA.

Bponxonerounsie MmopaxxeHusl MpH AUCIUIA3HH
COCIMHUTENHbHON TKaHW XapaKTEePU3YIOTCS Kak Ie-
HETHYECKH OO0YCIIOBJICHHBIC HAPYIICHHUS apXUTEKTO-
HHUKH JICTOYHOW TKaHHU, BeAyIIue (pU MOBBIIICHHOM
PACTSHKUMOCTH ¥ CHIDKCHHOH JJIACTHYHOCTH) K
(hOpMHUPOBAHUIO TPOrPECCUpYIONIed u OyJuIe3HOU
SMQH3EMBI, TOJUKUCTO3a JIETKUX, CIIOHTAaHHOTO
ITHEBMOTOpAKca, OpPOHXOIKTA30B, MpoOJarca MeM-
OpaHO3HOW YacTH Tpaxe, THUIOIUIa3uu JIeTKuX. B
HallleM cJly4ae BCTPEUYaIMCh. MPOJalc MeMOpaHOo3-
HOM vacTu Tpaxeu BcTpeuancst y 10%, 6ponxoskra-
361 y 2% OGOJNBHBIX.

[lo naHHBIM MHOTHX aBTOPOB IATOJIOTHS CO-
SIMHUTEIbHON TKaHW TECHO CBsI3aHAa C MATOJOTHEH
ey mouHO-KuIedHoro tpakta (5). st 3Toro KoH-
THUHT'€HTA OOJIBHBIX XapaKTepHa TaK)Ke BBICOKAs Jac-
TOTa MHKPOAHOMAaIWH pa3BUTHA, TPEKAE BCETO
KEITYHOTO ITy3bIps. [1o HAIIMM JaHHBIM TUCKHHE3HH
JKEITYEBBIBOAANINX MyTel BCTpedanuch y 26,5% ma-
nueHtoB. Kpome Toro, 3TH manueHTsl ObLUTH CKIIOH-
HBl K BOCHAIUTEIBHBIM 3a00JI€BaHUSAM CIH3HCTBIX
000JI0YeK JKeNyIKa WM KHIICYHUKA: XPOHUYECKHI
racTput tuna B ObL1 BhIsSBICH Yy - 48% manueHTos,
s3BeHHasi Ooyie3Hb xenmyaka — 2%, si3BeHHas 0o-
ne3Hb 12-mepeTHON KUIIKU — 7%, XpOHUYECKHE KO-
nutel — 10%.

CuHApOM JUCIIIa3UH COSIWHHUTENBHOW TKaHU
JOBOJIGHO YacTO COYETAeTCs C IMATOJOTHEH MoYek
[2]. B mammx wucciaeqoBaHUSX HaONIOMAIINCEH Cle-
JYIOIIME CHUMIITOMBI MOPaKEHHUsT MOYEBBIICTHTENb-
HOM cHCTeMBI. yacToe Modencnyckanue — 10%; yys-
CTBO HETIOJIHOTO OIOPOKHEHUSI MOYEBOTO ITy3BIPS —
8%; »nHype3 — 6%; cuMNTOMBI TUCMETA00INYECKON
Hepponatun — 25%, a npu yriryOjaeHHOM 00cieno-
Baunu (Y3U, anrmorpadusi MOYeK) BBISBIISUIUCH:
MOJIMKUCTO3 MoueK — 2%, Hedponto3 — 18%, aToHwus
YaleyHo-JI0XaHOUHOU cucteMbl — 15%, ynBoeHue
noukn — 6%, yIBOeHHE MOYEBBIBOISIIUX MyTeH —
11%. Ilpu arTHOrpadUIecKOM HCCIETOBAHUU COCY-
JIOB TIOYEK Y OOJIHBIX C AMCIUIa3UEH COCTUHHTEINb-
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HOM TKaHW HEpeAKO HaOIIoJalach THUIIOIUIA3Ms ap-
Tepuii cpenHero u Menakoro kaimuopa (15% marien-
TOB) C BBICOKUM PHUCKOM Pa3BHTHUs Ba30PCHAIBHOI
THICPTCH3NU.

Takum 00pa3oM, TONydeHHBIE TaHHBIE AT
OCHOBaHHE YTBEPXKIaTh, YTO CHHIPOM JAWCILIA3HU
COCHHHHTGHLHOﬁ TKaHU MOKET MPOABIATHCA JUC-
TUTACTUYECKHMHU W3MEHEHHSIMH HE TOJBKO B OIHOM
opraHe, HO U B HECKOJIBKUX OpraHax WM CHCTeMaXx.
Mopdoiornyeckie U3MEHEHUSI B TKaHIX M OpraHax
HeCcTIeMU(PUYHBI U MPOSBISIOTCS CXOTHBIM 00pa3oM
NPU Pa3IMYHBIX TUCIUIA3UAX, IMesl Pa3HYIO CTETICHb
BBIPAXKCHHOCTHU.

BpO)KZ[CHHa}I HECOCTOATCIBHOCTD COCANHU-
TENIBHOM TKaHW MOXKET OBITh TMarHOCTUPOBAHA yXKe
Ha JTane (U3NKAIBLHOTO 00CIemoBaHUS OOJBHOTO
NP KOMIUIEKCHON OlleHKe (DEeHOTUITHYECKHX MapKe-
poB ee mucmaszuu. CoOpaHHBIE BOEAWHO, 3TH IPH-
3HaKM CBHJCTENLCTBYIOT O MAWCIUIA3HU COCAWHH-
TEJIbHOW TKAaHW W, 4YeM OOJIbIIe (PEHOTHUIHUSCKUX
MPU3HAKOB BBISIBIISIETCS TPH OCMOTpPE, TeM OOJbIle
OCHOBAaHUI OKHJATh MATOJIOTHYECKHE M3MEHEHUS U
BO BHYTPEHHUX OpraHax.
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Data of clinical developments of connective tissue dysplasia among persons of young age and its con-
nection with pathologies of internal organs have been shown. The outcomes of researches have shown, that
the set of symptoms of connective tissue dysplasia can be exhibited by dysplastic modifications not only in
one organ, but aso in several organs or systems. It is characterized by the modifications practically in al
organs and systems. Thus the availability of modifications in internal organs clearly correlates with pheno-
type developments of a set connective tissue dysplasia symptoms.

Thus, the more phenotype characteristics emerge while examination, the more basis to expect pathologi-

cal modificationsin internal organs.
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