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CONNECTIVE TISSUE DYSPLASIA AS AN ELEMENT IN THE
DEVELOPMENT OF PATHOLOGY OF SOME BODY SYSTEMS
(literature review)
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Abstract.

The literature review examines connective tissue dysplasia and their role in the pathogenesis
of diseases of the cardiovascular, respiratory, immune and other body systems. The etiological and
morphological aspects of the development of this pathology, classification, as well as clinical features
of the course of certain diseases against the background of connective tissue dysplasia in both
adults and children are presented. In conclusion, it should be noted that the relationship between
the external phenotypic signs of connective tissue dysplasia and the features of the morphology and
function of internal organs has not been sufficiently studied. The issue of the frequency and clinical
significance of individual minor developmental anomalies, as well as the combination of external
manifestations of dysplastic syndrome with the nature and degree of involvement of the central and
autonomic nervous systems and internal organs in systemic pathology of connective tissue remains
unclear. The issue of the clinical form of manifestations of lesions on the part of internal organs
remains controversial. Based on the above, it seems necessary to further study the role of connective
tissue dysplasia in the formation and development of diseases of internal organs for the purpose of
its early diagnosis, clinical assessment, prevention and treatment of diseases associated with it.

Key words: connective tissue, bronchial asthma, connective tissue dysplasia, minor
developmental abnormalities.

Ancnnasna coeguHUTENbHOW TKaHW — 3TO NaTosiorMsa pasBuUTUS U (POpMUPOBaHUSA COeaUHU-
TENbHOW TKaHW B 3MOpPMOHaNbHOM M NOCTHaTanbHOM Mepuodax BCNeacTBUE FEeHEeTUYEeCKU U3Me-
HeHHOro ombpunnoreHesa BHEKNETOYHOrO MaTpuKeca, NpMBOAsILLEE K PAaCCTPOMUCTBY rOMeocTasa Ha
TKaHEeBOM, OPraHHOM M OPraHM3MEHHOM YPOBHSX B BUAE PasnuUYHbIX MOPGO-(PYHKLMOHAmNbHbIX Ae-
deKTOB BUCLEparibHbIX 1 TOKOMOTOPHbLIX OPraHOB C NPOrpPeaANEHTHLIM TEYEHNEM.

Bnepsble gucnnasunsa coeanHnTensHoM TkaHn bbina onucaHa B 1682 r. Van Meekeren, a 3atem
A.H. YepHorybosbim (1891), A. Marfan (1896), E. Ehlers (1901), F. Danlos (1908) [1]. danbHenwee
n3y4yeHne no3Bonuno yCTaHOBUTb HAaCcNeACTBEHHbIN XapakTep psga CMHAPOMOB, B OCHOBE KOTOPbIX
NEXNT reHHbIN AedekT cnHTe3a KonnareHa n onpeaeneHHbIn (ayTOCOMHO-AOMUHAHTHBIN Unx ayTo-
COMHO-peLEeCCUBHbIN) TUN HacnegoBaHus. OgHako B NogaBnsaowemM 00nbLUNMHCTBE CriydaeB Habop
heHOTMNNYECKNX NPU3HAKOB HE YKIaAblBAeTCs HU B OAWH U3 U3BECTHbIX CUHAPOMOB NaToNornmn co-
eOVHUTENbHON TKaHW. B cBA3M ¢ 9TUM HacneacTBeHHble 3aboneBaHnst COEANHNTENbHOW TKaHW pas-
AensaoT Ha auddepeHunpoBaHHble U HeanddPepeHLMpPOBaHHbIE.

CoeanHntenbHasa TkaHb MMeeT ocoboe 3HayYeHne B opraHnsame Yenoseka. lNpencrasnasa npu-
mepHo 50 % Bcen Macchbl Tena, oHa BbINOMHAET OMNMOPHbINA KapKac (CKENeT) U Hapy>XHble NMOKPOBbI
(koxXy); BMECTe C KpoBbtO M MMM on obpasyeT BHYTPEHHIOW cpefy OpraHn3ma; npuH1UMaeT yvyactme
B perynvpoBke TPOUYECKNX N METABONMMYECKNX NMPOLLECCOB; KOMMYHULIMPYET C UMMYHHON U ba-
rouMTapHon cuctemMamu; NPMHUMAaET y4yacTme B perynsaumm MMMYHHOTO U CTPYKTYPHOrO romeocTasa
[1-3]..

KneTtoyHble anemMeHTbl coeqMHUTENBHOM TKaHU NpeacTaBnstoT cobon pmnbpobnacTtbl 1 Ux pas-
HOBMAHOCTW (OCcTeobnacTbl, XOHAPOUUTbLI, O4OHTOBNACTLI, KepaTtobnacTbl), Makpodarn (rmcTunoum-
Thbl) U Ty4HblE€ KNeTkn (nabpoumntbl). PyHKumen pmnbpobnacTtoB asnsieTcs BoipaboTka 6enkoBo-yrne-
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BOLHbIX KOMMJIEKCOB MaBHOIMO BellecTBa (NPOTEOrNIMKaHOB W IMMKOMPOTENHOB); hopMUMpOBaHME
KonnareHOBbIX, PETUKYNSAPHbIX U 3N1aCTMHOBbLIX BOMOKOH; ynpaBneHne metabonunama n CTpyKTypHoOM
CTabWNbHOCTM 3TUX SMNEMEHTOB, B TOM YMCle ux katabonuama; co3gaHns CBOEro Tak HasblBaeMoro
«MUKPOOKPYXXEHNSA» N ANUTENMANbHO-ME3EHXMManNbHOro CoTpyaHn4ecTsa. BmecTe ¢ BONOKHUCTbIMU
KOMMNOHeHTaMn ombpobnacTbl BO3rNaBnsioT apXMTEKTOHUKY COEAMHUTENBHOM TKaHu [3,4]..

OKCTpauenmonsapHbld MaTpUKC NpeacTaBneH BONIOKHaMU 3 TUMOB: KOMfareHOBbIMU, PETUKY-
NAPHLIMU U 3NACTUHOBLIMU, SBNAOLWLMMNCA OCHOBHBIMU CTPYKTYPHBIMU 3fieMEHTaMu COeANHUTENb-
HOW TKaHW, Kak BONTOKHUCTOW, Tak U CO cneuuanbHbIMKU CBOMCTBaMU. BonokHucTas coeanHuternb-
Has TKaHb MO CTENeHU pasBUTUSA BOSMTOKOH B MEXKNETOYHOM MPOCTPAHCTBE MOXET OblTb PbIXIOn
NN NSIOTHOW, 0POPMIEHHOM UIn HeT. [pun 3ToM pbixrnaga, HeodopMeHHas coeanHuUTenbHasa TKaHb
obpasyeT CTpOMy BCEX OpraHoOB U CMCTEM, a NNoTHast 0opMIeHHas BOMOKHMUCTas, obnagatowas
3HaAYMTENBHOW MPOYHOCTBIO, COCTABMSAET CBA3KM, CyXOXMUIUS, dpacumm opraHoB, (oubposHblie MeMm-
OpaHbl. B obpasoBaHuMM KOXuK (OepMbl), HAAKOCTHULLI U HAOXPALWHWULbI y4acTByeT NNOTHas Heo-
dopMneHHas coeanHuTeNbHasa TKaHb, TakKe OTnnYyaroLasca NpovyHocTbo. CoeanHuTenbHasa TKaHb
CO cneumanbHbIMXU CBOMCTBAMU MOXET ObITb CIM3UCTOWN, XXUPOBOW N PETUKYISIPHOM U COCTaBnsaeT
OCHOBY CMHOBWasbHbIX U CAN3UCTbIX 060MN0YeK, AeHTMHA, aManu, Nynbrbl 3y6oB, Cknep, CTEKNOBUA-
Horo Tena, 6aszanbHon MembpaHbl COCYAOB U ANUTENUSA, CUCTEMbI Henpornum [3,5].

MCTOYHMKOM pa3BUTUA COEOUHUTENBHOW TKaHW ABNAETCHA Me3eHXnMa, U3 KOTopon popmupy-
OTCA BHELLHE CTOMb He NOX0XWe APYr Ha Apyra TKaHW: KOXa 1 KOCTU, XXMPOBasi TKaHb, KPOBb U NNM-
da, rmagkme mbliwybl n xpsawm [1,2].

Kpome TUnNn4YHbIX KonmareHHOBbLIX BOSIOKOH B CTPOMe psifia opraHoB (NMMMA0y3ribl, ceneseHka,
nerkme, cocyabl, COCOYKOBbIN CIIOM AepPMbl, CIIM3UCTblIe 0B0MOYKN, NeYeHb, NOYKN, NOSKENy404Has
Xenesa u gp.) BCTpeyarTcsa BOMoKHa, BnepBble 0603Ha4veHHble C.Kyndepom B 1879 1. Kak peTuky-
nsapHble. B nx ocHoBe NexuT ocobbin 6enok — peTUKynNuH. PeTUKynsipHble BONOKHA OTNNYarTcs oT
KOnnareHOBbIX Kak MeHbLUEN TOMLNHOW, TaK U BETBMCTOCTbIO U aHaCTOMO3MpOBaHnemM ¢ obpasoBa-
HMEM CETWN BONMOKOH, 0COBEHHO B NuMdoy3nax u ceneseHke

N3BecTHO 14 TMNOB KonnareHa, KOTOpble OTANYAOTCA ApYr OT Apyra no CocTasy, NpeuMylue-
CTBEHHOMY PacCMOSIOKEHMIO B OpraHax u TKaHsX U UCTOYHKKY hopMupoBaHnda. Mornekyna konnareHa
COCTOMUT 13 NONMNenTUAHbIX a-uenen. Kaxaas a-uenb cogepxut B cpegHem okorio 1000 amuHokuc-
NoTHbIX ocTaTkoB. CrNOXHOE CTpOeHWe KonnareHa onpegensercs YepefoBaHNeM MOMeKyn npornvHa,
rMUUMHA, NM3KHA, a Takke CBOMCTBEHHbIX KOrnareHy Ux rmapoKCUSbHbIX (POpM — OKCUMnM3MHa U
okcunponuHa. CooTHOLEHNE MeXay CoOAepXXaHMeM KonsareHa pasHblX TUMOB B OpraHn3mMe B Lenom
N B OTAENbHbIX €r0 OpraHax n cUcTeMax MeHSIETCA B Te4eHUe XU3Hn 1 obecnevmsBaeT MHorme ouan-
0riormyeckmne npoLeccsl.

[MpocTpaHCTBO MeXay BOSIOKHaMM 3anOfIHEHO KOMMSIeKcamMu nosimcaxapugoB — rnko3oamu-
HOMMMKaHaMn U X CoeanHeHnsMn ¢ benkamm — npoTeornMkaHaMmu u rmukonpotemHamu. lNMpoteor-
nuKaHbl obecnevnBaoT TPOPUYECKYIO (PYHKLNIO COEANHUTENBHOW TKAHW: TPAHCMNOPT BOAbI, CONEN,
aMMHOKUCAOT 1 NMNnAoB, 0cobeHHo B 6eccocyancTbix BpagmMTpodHbIX ydacTKax, CTeHKax cCoCcyaoB,
KnanaHax cepgua, Xpsiax, porosuue v ap.

CoeanHnTenbHasa TKaHb BbINOMHAET Kak MUHUMYM 5 BaXKHbIX (DYHKLMIA: BMOMEXaHUYECKY!HO,
(onopHo-kapkacHyto), Tpodmdeckyro (metabonunyeckyto), 6apbepHyto (3aLMTHYHO), NIACTUYECKYHD
(penapaTtmBHyt0) U MopdoreHeTu4eckyto (obpasoBaHune CTpykTypbl). OcyllecTBrieHme yHKLMIA Co-
€OVUHUTENBbHON TKaHW CBA3@HO CO BCEMU €€ KITETOYHbIMU U BHEKNETOYHbIMU KOMMOHEHTaMU, XOTS
A0S y4acTUSa N posfb 3TUX KOMMNOHEHTOB B peanu3aunmn Kaxxaon yHKLMU HepaBHO3HauYHbI [1,3,5].

Ancnnasna coeauHNTENbHON TKaHW — 3TO HapyLLeHne pasBuUTUS CoeqUHUTENbHON TKaHN B 3M-
BGproHanbLHOM M NocTHaTaNbHOM Nepruogax BCreacTBME reHeTUYEeCKM M3MEHEHHOro onbpunnoreHe-
3a BHEKJIETOYHOro MaTpuKkca, npuBogsLliee K pacCTpoMCTBY romeocTasa Ha TKaHEBOM, OPraHHOM U
OpraHNM3MeHHOM YPOBHSIX B BUAE PasfnyHbIX MOPdO-YHKLUNOHANbHbBIX Ae(eKTOB BUCLIepanbHbIX U
NTOKOMOTOPHbIX OPraHOB C NPOrpeaneHTHbIM TeYeHneM [2].

Bnepsble gucnnasunsa coeanHnTensHon TkaHn bbina onucaHa B 1682 r. Van Meekeren, a 3atem
A.H.YepHorybosbim (1891 r.), A.Marfan (1896 r), E.Ehlers (1901 r) F.Danlos (1908 r.) [1]. JanbHen-
Lee n3yvyeHme no3Bonnmno yCTaHOBUTb HAaCNeACTBEHHbIN XxapakTep psga CMHAPOMOB, B OCHOBE KO-
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TOPbIX NEXWUT reHHbIN AedeKT CMHTE3a KonnareHa u onpeaeneHHbii (ayToCOMHO-AOMUHAHTHbIN U
ayTOCOMHO-peLecCuBHbIN ) TMn HacnegosaHus [3,8-12]. OgHako B nogaensiowem 60nbLUMHCTBE
cnyyaes, Habop PEHOTUNNYECKUX NPU3HAKOB HE YKIaablBaeTCsl HU B OAWMH U3 U3BECTHbIX CUHAPO-
MOB NaTONOrMmM COeaUHUTENBHON TKaHW. B CBA3K C 3TUM HacneacTBeHHble 3aboneBaHns coegumHu-
TeNbHOW TKaHU pa3gensoT Ha anddepeHumpoBaHHble U HeandgepeHumposaHHblie [1,32,33].

OudpepeHumnpoBaHHbie OUCMNAa3nuM COegUHUTENBHOM TKaHW XapaKTepusyrTca onpenereH-
HbIM TUMOM HacnegoBaHUs, OTYETIMBON KIMHUYECKOW KapTUHOW, a B psge CrlydaeB — YCTaHOB-
NEHHBIMU N XOPOLLO MU3YYEHHbIMU FEHHBbIMU NN BuoxmMmmnyeckumn aedektamm. Hambonee Tunuy-
Hble NpeacTaBUTENn 3TOM rpynnbl — cnuHapombl MapdaHa n Gnepca — [daHnoca, HecoBepLUEHHbIN
OCTEOreHes, CUHOPOM BANOW KOXN 1 ap. Mo gaHHbIM pa3HbIX aBTOPOB NONYMSALUMOHHAA YacToTa CUH-
apoma MapdaHa coctasnset ot 1.72—4 Ha 100 000 go 1 Ha 15 000 poamBLumxcs [1,3,9]; yacTtoTa
cnHgpoma Anepca — Hannoca konebdnetca ot 1 Ha 100 000 [8] ao 1 Ha 5000 HoBopoXxAeHHbIX [1].

HeonddepeHumnpoBaHHble gMUCnniasnmn CoeanHUTESNTbHOM TKaHW OMarHOCTUPYKOTCS B TEX CIy-
Yyasdx, korga y naumeHTa Habop peHOTUNNYECKMX NPU3HAKOB He YKNaablBaeTCa HU B OAWH U3 and-
depeHUMpoBaHHbIX CUHAPOMOB. [lpuynHOM 3aboneBaHusi cuMTarTCa MyrbTUdaKkTopuanbHble
BO3AENCTBUSA Ha NNnog B Nnepnog BHYTPUyTPOOHOro pa3suTust, CnocobHbIe Bbi3biBaTb AeEKTbI reHe-
Tn4yeckoro annaparta [2,34,35].

CTeneHb BbIPaXXEHHOCTU FEHETUYECKU OETEPMUHUPOBAHHbBIX 0E(EKTOB OHTOreHe3a 3aBUCUT
OT MNEHETPAHTHOCTU U SKCNPECCUBHOCTM COOTBETCTBYHOLLMX FEHOB, @ BPOXAEHHbIX HApPYLLUEHUA — OT
CUMbl U CPOKOB MYyTareHHOro Bo3gencTeud. [1oatomy nokanusaums aucnnacTuyeckux U3MeHeHUn
COEANHUTENBHON TKaHM MOXET ObITb OrpaHnYeHa Kak o4HOM CUCTEMOM, TaK N codeTaTb 3HAYUTESb-
HOE MX YMcrno. B cBA3M C 3TUM BbIAENSAIOT cnegyLlime BapnanTbl AUcnnasuin:

1) NCTUHHO Manble ( Hannyme 3 1 6onee BHeLWHUX (PEHOTUMMYECKNX MPU3HAKOB N/Mnn ma-
NbIX aHOManun passuTus 6e3 BUOMMbIX N KITMHUYECKN 3HAYUMbIX UBMEHEHUIN COEOUHUTENBbHOTKAaH-
HOro Kapkaca BHYTPEHHUX OpPraHoB;

2) N30NMPOBaHHbIE, JTOKANM30BaHHbIE B OAHOM OpraHe;

3) COBCTBEHHO CMHAPOM COeaAUHUTENBHOTKaHHOM aucnnasum [1].

PacnpocTpaHeHHOCTM BHELLHMX PEHOTUMNYECKUX MPU3HAKOB CUHAPOMA, UX MHAOPMATUBHO-
CTU N CBA3M C U3MEHEHUSIMU COEOUHUTENIbHOTKAHHOMO KapKaca BHYTPEHHUX OpraHoOB MOCBSILLEHbI
paboTbl paga astopos [1,16]. B 1989 r. M.J.Glesby n R.E.Pyeritz npeanoxunu cneunanbHyto KapTy
ANS BbISIBNEHUS, Tak Ha3blBAEMOro «CMELLaHHOro» peHoTuna, rrnee onucbiBanucb 16 M3BECTHbIX
deHoTUNnYecknx npnsHakoB. OgHaKo KapTa npegHasHadvanacb TONbKO NS AnarHOCTUKM nponanca
MUTParbHOro KnanaHa n paclumpeHus KpynHbix cocygos [7]. B nocneayrowem mogmunumpoBaHHble
KapTbl Obinn npegnoxeHsl P.I.OraHoBbIM 1 coaBT., A..MapTbiHOBbIM 1 coaBT. [16]. MonHbIn nepe-
YeHb PEHOTUMMUYECKUX MPU3HAKOB CUHOPOMA COEANHUTESNIbHOTKAHHON AMchiasumM U MUMKpoaHoMa-
nun passutus Bknovaet 6onee 100 HanmeHoBaHun [12].

BHelwHne oeHoTUNMYeckme npmsHakm 3Toro CUHAPOMa MOXHO pas3genuTb Ha 3 rpynnbi:

1) KoHCTUTYUMOHanbHble 0COBEHHOCTM — acTeHNYecKas KOHCTUTYLUS ¢ npeobnagaHnem
NPOOONbHbLIX pa3MepoB Tena Haa nonepeyvHbIM 1 AemumMTomM Macckl Tena.
2) Co6CcTBEHHO NPU3HAKM CMHAPOMA — aHOMarnum pasBuTUS NIMLEBOM YacTu Yepena u cke-

neTa, 0CeBOro M KOHEYHOCTEN, BKOYasa KNGOCKONMO3, KUNEBUAHYIO AedhopMaL Mo rPySHON KNETKM,
BOPOHKOOOpa3Hyto AedhopmaLmio rpyaHON KNETKN, NAOCKOCTONNE U ApYyrMe U3MeHeHus CTon, runep-
MOOMMBHOCTb CYCTaBOB, FMMNEPPaCTSKMMOCTb CYCTaBOB U T.A.

3) Manbie aHomanun pa3BuTusi, KOTopble camm no cebe, kak NPaBUIO, HE UMEIOT KINHK-
YEeCKOro 3Ha4YeHus, a BbICTynalT B ponn CTurm gucambpuoreHesa [1,12].

YcTaHoBreHa TecHasi B3aMMOCBSI3b MeXay KONMYeCTBOM BHELLUHUX CTUIM, CTEMNEHbHO BblpaXkeH-
HOCTM AMNCNIIAaCTUYECKNX NPOSIBNEHNI CO CTOPOHbI KOXM M ONOPHO-ABUraTeNbHOro annapara u name-
HEHUSIMN COEeOUHUTENBHOTKAHHOIO Kapkaca BHYTPEHHUX OpraHoB — BHYTPEHHWEe heHOoTMnu4eckmne
Npu3HaKn 3Toro cuHapoma. BoisBrneHne 3-x 1 6onee BHELHUX PEHOTUMNUYECKMX NPU3HAKOB OAaeT
OCHOBaHWe npegnonaratb HanM4ne OTKNOHEHWU CTPYKTYPbl M OYHKLUUKN LIEHTPANbHOW 1 BeretaTue-
HOW HEPBHOW CUCTEM, a Takke BHYTPEHHMX opraHos [1,13].

CuHOPOM COEAMHUTENbHOTKAHHON Aucnnasum cepaua obbeanMHSIeT MHOMOUNCIIEHHYIO Tpynny
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aHoOManuin Kapkaca cepgua u 3acnyxmBaeT ocoboro BHUMaHUA BBMAY ero 60nbLUon pacnpocrtpa-
HEHHOCTU, 3HAYUMOCTU KMUHUKO-(PYHKLMOHASTbHBIX MPOSIBIEHUNA U TSXECTU OCNOXHeHun [15,16].
Pa3BuTre npegcraBneHnin 06 aTmx aHoManusax ctano BO3MOXHbIM Brarogaps BHEAPEHUIO B NPaKTU-
Ky axokapamorpaduyeckoro nccnegobanus. OgHako nuwb B 1987 1. B knaccudmkaumio Hoto-Mopk-
CKOWM accoumaumm KapgmosnoroB Obifiv BKAKOYEHbI COEANHUTENBHO-TKaHHbIE AMcnnasum cepgua 2-x
3TMONOrMYecKknx Knacco. K nepBomy knaccy oTHeceHbl AuddepeHLnpoBaHHbIE aHOManun; Ko BTO-
POMY — «M30SIMPOBAHHbLIEY»: U30SIMPOBAHHLIA U KOMOUHUPOBAHHbLIN KNanaHHbIN nposnanc, aopTanb-
Has peryprutaums, BblbyxaHne aopTanbHOro Konbla, aHeBpM3Ma fnierodHon aptepun [14].

B npouecce pocta n pasButua opraHmama KONM4ecTBO NMPU3HAKoB AMcMopduama cepgua
YMEHbLLAETCH, YTO CBA3aAHO, Npexae BCEro, C COBEPLLUEHCTBOBaAHNEM (POPMUPOBAHNSA KapOUOCTPYK-
Typ. OgHako, B OCHOBE Takmx CTUrM KapAuoreHesa, Kak gunaraumsa cMHycoB BanbcanbBbl, nponanc
MUTpPanbHOro KranaHa, CMeLleHne cenTanbHOM CTBOPKN TPUKYCNUAANBHOO KranaHa MOXeT fexartb
yCuUneHne OUCNIacTUYECKUX MPOLECCOB, NMPEMMYLLECTBEHHO B COEOUHUTESNIbHOTKAHHOW CTpoMe
cepgua [24,25,31].

Mo gaHHBIM NONYNAUWMOHHBIX UCCNesOBaHUW Yy AeTen Npu anekTpokapauvorpadomm BblaBNAET-
csa ot 1 oo 9, B cpegHeM 3 mMarnbiX aHoManuu passutusa cepgua. VimeHHo aTo konuyecTso (3) pac-
CMaTPUBAETCHA KaK «MOPOroBbIM» YPOBEHb KapAmarbHbIX aHoOManun. Yncno geten ¢ KONnM4ecTBoM
MarblX aHOManun Bbile «MNOpPOroBoroy» coctaenseT B nonynaumm 31,8%. Kak npasuno, ato getm c
OCIOXHEHHbBIM TEYEHMEM BHYTPUYTPOBHOro passutus [24,27, 28]. Yncno aeten ¢ «HagnoporoBbIM»
YPOBHEM MarsblX aHOManun cepaua AOCTOBEPHO YBENUMYMBAETCSH B SKOMOMMYECKU 3arpsi3HEeHHbIX
panoHax [24,29,30].

WccnegoBaHne NpuYMH HapyLUEHU reMOAMHAMMKKA NMO3BOSNIIO BbISIBUTb CBSI3b C KOHCTUTY-
LUMOHaNbHbIMU OCOBEHHOCTAMU NAUMEHTOB C AUCNA3NEN COeQUHUTENBHON TKaHW, B YaCTHOCTU, C
BbIPaXXEHHOCTbI0 AeddopMaunn rpyaHON KNeTKU, NO3BOHOYHUKA, NOSIOXKEHUEM OPraHoB B IpyaHOM
knetke [17,18]. BolaenatoT 3 BapnaHTa gucnnactnyeckm n3aMeHeHHOro cepaua:

1) AcTeHun4eckun BapmaHT (TopakogmnadgparmansHoe cepfle) CBOMCBEHEH NauneHTam ¢ acTe-
HUYECKNUM TUMOM 1 aedoopMaLnen rpyaHoun KIeTky | cteneHn ¢ CMHOPOM «NPAMOW CNUHBIY . TUNNYHBI
HebonbLIMe pa3mMepbl NONOCTEN cepaLa C COXPaHEHMEM MacCbl MMOKapaa U3MeHeHus bnomexaHum-
KN, NPOSIBNSAIOLMNECH B YCUNEHUN CUCTOSIMYECKOrO COKpaLLEeHUs N YMEeHbLUEHNA OMacToNIMYecKoro
paccrnabneHus, YTo CONPOBOXOAETCA CHMXKEHMEM yaapHoro obbéma.

2) KOHCTPUKTMBHbIN HabnogaeTcs y nauMeHTOB C BblpaXXeHHOW AedopMaumnent rpyaHon KIeTKu
1 no3BoHouvHuKa. Cepgue nNnMbo yMeHbLUEHO M caaBneHo, NMbo poTMPOBAHO C NepekpyyYnBaHMEM
OCHOBHbIX COCyaUCTbIX CTBONOB. CokpaTuTenbHasa yHKUNA M1MoKapaa CHKeHa, 0COBEHHO NpaBoro
Xenygouka.

3) MNceBgoonacTonMyeckMn BapMaHT MMeeT MeCTO Y NauneHTOB C BblPaXXeHHOW KUNeBUL4HOM
aedopmMaumnen rpygHon KNetkm u gunataumen KopHsi aopTbl. CTPYKTYPHbIE M3MEHEHUSI COMpOBO-
XOAKTCs YBENMMYEHMEM PaA3MEPOB NEBOrO Xenyagoyka, NpuobpeTarowero B 3TOT MOMEHT LIApoo6-
pasHyto coopmy [17,18].

Mo MHEHMIO psiAa aBTOPOB BEreTococyamcTas QUCTOHNA BbISIBIISIETCA NPaAKTUYECKM Y BCEX NN,
C coeguHuUTenbHOTKaHHOM ancnnasuven [1,19,24]. o BnanmMmomy, 3T0 CBA3aHO C U3BMEHEHHOW CTPYK-
TYPOW KonnareHa, YTo HeratMBHO CBSA3bIBAETCS Ha ero Tpouyeckorn PyHKUMU B LIEHTPanNbHOW U
BEreTaTMBHOW HEPBHOW CUCTEMAX, Bbi3blBasi X ANCTOHUIO [14]. Y aeten-gucnnactukoB 2-15 net ¢
HapyLEeHUAIMN pUTMa 1 NPOBOAMMOCTU CUHOPOM BEreTocoCyauCcTon ANCTOHMM NPOTEKAET Npenmy-
LLIECTBEHHO NO BaroTOHMYECKOMY TUMy, B BUAe npeacuHKonasnbHbIX, CUHKOMANbHbIX U aCTEHNYECKNX
COCTOSIHUW, Kapauanrm4eckoro CMHAPOMa, rofoBHbIX 6oen «HanpsbKeHUa» 1 4acTo COnpoBOXAa-
eTcs ncuxonaTtosniorndeckumm pacctponctesamu [19,25,28]. o gaHHbIM KapauvounHTepsanorpadun,
npakTU4eckn Bce OeTn C CMHOAPOMOM OMCMNasun COeAUHUTENBHOW TKaHW cepua MMeRT NposB-
NeHus1 BEreTaTMBHON AUCPErynsauun, YTo CBMAETENbCTBYET O CHMXXEHUN BO3MOXHOCTEN agantaumm
[36,37,38].

CocTtosiHMe cepaeyHO-CoCyaucTon CUCTEMbl MPU COEAUHUTENBHOTKAHHOW AMCnia3uu npea-
cTaBnsieTcs Hanbonee n3yyeHHbIM. ViccrneqoBaHus NocneaHnx neT CBUAETENbCTBYIOT O CyLLecTBe-
HEHbIX M3BMEHEHUAX N B APYIMX OpraHax U CUcTeMax, OAHAKO OHU eLé HeQOCTaTOMHO U3YYeHbI.
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[eHeTnYeCKN AETEPMUHMPOBAHHAA HEQOCTATOYHOCTb COEAMHUTENBHON TKaHM MOXET COMpPOBO-
XOatbcst ANCAYHKUMENn BpOHXONEeroYHon CUCTEMbI, OA4HMM U3 NPOSIBNIEHWIA KOTOPOWN SBNSAETCS Tpaxe-
0BpoHxManbHasi UCKNHE3NS — CY>KEHME NPOCBEeTa Tpaxen n OpPOHXOB BO BPeEMS BblOXa BCneacTeme
nponabupoBaHnst nx cTeHok. MexaHnam ee pas3BuTUA 0OYyCroOBMEH TeM, YTO B OPOHXax KpynHOro
N cpeaHero kannbpa MMeeTcst MOLHbIA COEANHUTENbHOTKAHHbIN KapKac, yNpyrocTb KOTOPOro CHU-
)KaeTcs 3a CYET NepBUYHOM «crnabocTu» coegumHuTenbHon TKaHu. Mopdonormyeckne naMeHeHus
NPUBOAAT K HAPYLUEHNIO (DYHKLMN MbILLEYHO-XPSALLEBOrO Kapkaca TpaxeobpoHxmnanbHOro gepesa u
anbBeONSAPHOM TKaHU U arbBEONAPHON TKaHW, Aerasi X NoBbILWEHHO anacTudeckumn. B pesynerarte
yero hopMUpYOTCA TpaxeobpoHxomeranusi, TpaxeobpoHxomansaumsi, GpoHX03KTa3uu, a B page cry-
Yyaes, ¢ 0bpaszoBaHMEM MAMOMNATUYECKOrO CNOHTAHHOMO NMHEBMOTOPAKCa.

Y peten ¢ gucnnasven CoOeanHNTENbHOM TKaHM 4YacTo BbISBSieTca OpoHxonerovyHas naroso-
s [15,17,18,19]. Tak, N0 HaWMM AaHHbIM, 3TOT CUMHAPOM Npu BPOHXMaNbHOWM acTMe OTMe4YaeTcs
B 66,7% crny4aeB, YTO 3HAYMTENbHO NpPEBbIWAaET nonynaunoHHsle (9,8-34,3%) 1 noTBepxgaeT ero
ponb B pa3BuTum BpoHxoobcTpykumm [18,21].

3 KnnHn4ecknx ocobeHHocTen Te4yeHnst BPOHXUAaNbHOM acTMbl Y 3TOFO KOHTUHIEHTa AeTen oT-
MEeYatoTCs: BeretatmBHasi okpacka npucTyna; npu nerkom 6poHXnanbHOM acTMe — «KHEMOW» BapuaHT
BGpoHxocna3ma, Npu CPEAHETSKENON N TSXKENOW — BbICOKUIN yAemnbHbIN BEC aHOManui 6poHxmarnb-
HOro AepeBa; OCNOXHEHNSA B BUAE CMOHTAHHOro NHEBMOTOPAKCa U NOAKOXHOW aM(pU3EMbI; HEaEeK-
BaTHO Marblin OTBET Ha BpOHXOCNa3MonNuTUYecKne npenaparbl; NPEUMYLLECTBEHHO NPOKCUMAabHbIN
Xxapaktep 6pOHX006CTPYKTMBHbBIX HapyLeHus [22,23,39].

YKenyaovHo-KULEYHbIN TPaKT, Kak 0auH 13 Hanbonee bGoraTbIX KOnnareHoB OopraHoB, Npu Auc-
nnasumm coeauHUTENbHON TKaHM HEN3BEXHO BOBMEKAETCHA B MATONMOrMYECKNA NPOLECC, YTO NPOsB-
NAeTCca MUKPOOMBEPTUKYE30M KULLEYHMKA, HapyLLEHUSMWN 3KCKPeLnn NuLeBapuTenbHbIX COKOB U
nepucTanbsTUKK NOMbIX OpraHoB. NUCKMHE3UNS XKENMYHOMo Ny3bIps MO IMMNOMOTOPHOMY TUMNY BbISIBNAET-
Cs Npu Nponance muTpanbHoro knanaHa 59,8%, npu NOXHbIX XopAax nesoro xenyaodka — B 33,3%
cny4aeB. Y 60MnbHbIX C NATONOMMen OpraHoB NULLIEBAPEHNSA U NMPOSiancoMm 4atle, 4em 6e3 Hero, 06-
HapyXnBaeTcs HegoCTaTOMHOCTb Kapamn (40-64,3%), rpbbkyv NULLEBOAHOIO OTBEPCTUSA Anadparmbl
(14,0-45,2%), aHoOManun pa3sBnTnd xen4Horo nysblps (20-52,7%), ponnxocurma (40-84,6%) [24,25].
MaumeHTbl C gnucnnasnen ctpagaroT pasHoobpasHbIMK U, Kak NPaBmno, XPOHNYECKMMN 3aboneBaHu-
MW, CYLLLECTBEHHON NPUYNHON Pa3BUTUS KOTOPbIX ABNAETCA HapyLUeHne anutTenmnasnbHO-CTpoMarb-
HbIX B3aUMOOTHOLLIEHMI NPW BOCMANEHNN, KOTOPbIE PErYNNPYHOTCS, B YACTHOCTU, CUCTEMON MECTHOIO
nmmyHuteta. Mo mHenunto T.H.J1lebegeHko, aomuHupytroen gopmon Helicobacter pylori-accouumnpo-
BaHHOIO racTpuTa y 3TOro KOHTUHreHTa G0nbHbIX ABASETCA NaHracTpuT Co Cnabon unm ymepeHHom
aTpoduen cnmancton obonoudkn Tena xenygka. Y OeTen ¢ npusaHakamu gucnnasmm XpOHUYECKUN
racTpoayodeHNT MMEET HEKOTOPbIE KIMHUYECKME OCOBEHHOCTU: HETUMNYHAS, CTEéPTas KNMHUYecKas
KapTWHa, CKMOHHOCTb K TOPNugHOMYy TedeHuto [18,24,26].

Mo gaHHbIM psiga aBTOPOB, CUHAPOM COEANHUTESNTbHOTKAHHOW ANCNa3sum C BbICOKOW YacTOTOM
(72%) BbIsSIBNSAIETCA Yy AeTen C No4Ye4HOM naTonornemn, B TOM 4Ynucre ¢ OCTPbIMU U XPOHUYECKUMU Nne-
noHegpuTa,rnomepynoHedpuTa,uHTEPCTULMaNbHOro Hedputa. PakTopom pucka pasBuTUs OCTPO-
ro nuenoHedputTa MOryT Cry>XUTb aHOManunnm TKAHEBOW CTPYKTYPbl, NPOSABMSIOLLUNECA CHUXKEHUEM
OTAeNbHbIX BUAOB KofsiareHa Unu HapyLleHnemM nx COOTHOLWEHUSA. ECTb AaHHbIe O reHepanu3oBaH-
HON HEMMMYHHOM MembBpaHonaTum, 0ByCnoBEHHOM NPOrpeCcCUpyoLLEN AereHepaumnen KonnareHa c
NpPenMyLLECTBEHHbLIM BOBIEYEHMEM rMoMepynsapHbIX 6a3anbHbiXx MeMbpaH. Y 60nbHbIX ¢ HedbponTo-
30M MMEeKTCSA HapyLleHns oOpMUPOBAHUS 3NACTUYECKUX N KOSMareHOBbIX BOSIOKOH C BTOPUYHbLIMU
ANCTPOONYECKNMU N3MEHEHUSMIN nocneHuX. [nenoHedpuT y 3TUX NauMeHTOB Yalle npoTekaeT
CKPbITO, ManoCcMMNTOMHO, NPOSIBASAETCS, KaK NpaBunio, Nullb MOYEBbLIM CUHOPOMOM, XapakKTepuay-
eTCA ABYCTOPOHHOCTbLIO NOpaXKeHUs 1 meMbpaHog4eCTPYKTMBHbIMKU npoueccamu [18,27].

[emopparnyecknn cUHAPOM SIBNSIETCA OOHUM W3 MPOSIBIEHUA MeE3eHXUMarbHbIX AUChnasnn
N, criegoBaTenbHO, MOXET paccMaTpuBaTbCA B pamMKax CUMHOPOMA AUChnasnn CoeauHUTENbHON
TKaHW. Tak, npy nponance MUTPanbHOro KnanaHa obHapy>XMBaKTCS HapyLLEHUS B Pa3HbIX 3BEHbAX
CUCTEeMbl reMocTasa: arperaynoHHoOn yYHKUMM TPOMOOLIMTOB, akTUBHOCTU (hakTopa BunnebpaHga
N KOHEYHOM 3Tane CBEPTbIBaHUA KpoBW. C Apyron CTOPOHbI, Y NaLMEHTOB C NPOancoM Hepeako
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BbISIBIISIOTCS MPU3HAKM reMopparm4yeckoro CMHAPOMA: YacTble HOCOBbLIE KPOBOTEYEHMS, NeTEXManb-
HO-NATHUCTbIE BbICbINAHNSA ,HA KOXe, NOBbILEHHAas KPOBOTOUYNBOCTb AECEH, ANUTENBHOE KPOBOTEYE-
HWe npu nopesax.

CoBpeMeHHble nuTepaTypHble AaHHbIE CBUAETENLCTBYOT O TECHOW B3aMMOCBSI3M MEXaY CO-
CTOSIHAEM MMMYHHOW CUCTEMbI U CUHOPOMOM COEANHUTENBHOTKAHHOW OUCMNIIa3nun N CBOMCTBEHHbIE
3TOMY CUHLPOMY AUCTPOOUYECKNE N3MEHEHUS TUMONUMMONOHON TKaHU BEAYT K HaPYLUEHUIO UM-
MYHOSOrM4eCcKon KOMNeTeHTHOCTN opraHmnama [33,41]. okasaHo, 4YTO AN 3TOro KOHTUHreHTa ge-
Ten xapakTepHbl 60bLIOE KONNMYECTBO O4aroB XpOHNYECKOW UHMPEKLMMU, YacTble MHTEPKYPPEHTHbIE
3aboneBaHns, nepcucTupytoLlasa xnammannHasa nHdekumns, TyuHOULMPOBaHHOCTb, HOCUTENBCTBO
BMPYCOB repneca, NopoK1 pa3BnUTUS OPraHoB 1 3HOO0KPUHHAas natonorus. MoxHo npegnonaraTb, YTo
naTteHTHoe, aTUNUYHOE TeYeHMEe XPOHMYECKUX 3aboneBaHni y aTUX AeTen MOXeT OblTb CBSI3aHO C
n3BpaLleHnemM MMMYHHOro oTBeTa. IMMYyHHbIN ancbanaHc OTMeYEH Takke y AeTeN C HapyLLIEHNAMU
puTMa 1 NPOBOAVMMOCTU, UMEKLLNX MPU3HAKM ANCNIa3nm coeauHUTeNbHON TkaHu [1,19,26].

B 3akntoyeHne HeobxoaumMo OTMETUTb, YTO B3aMMOCBA3b MeXAY BHELUHUMU PEHOTUNNYECKN-
MU MpU3HaKamMn COEANHUTENbHOTKAHHOW Auchnnasnn n ocobeHHOCTAMN MOPEONorMmnm 1 PyHKUUKM
BHYTPEHHMX OpraHoB M3y4yeHa HegocTaTodHo. OcTaeTcs HEACHBIM BOMPOC O YaCTOTE U KIMHNUYECKOM
3HAYMMOCTUN OTAESNbHbLIX ManbIX aHOManun pasBuUTUA, a Takke O COYETaHMN BHELLUHUX MPOSABNEHUN
ANCNIacTUYEeCKOro CMHAPOMA C XapakTepoM U CTENEHbK BOBMEYEHHOCTU LIEHTPanbHOW U BereTa-
TMBHOW HEPBHOW CUCTEM U BHYTPEHHMUX OPraHOB B CUCTEMHYIO NMaTONOIrMO COEANHUTENBHOWN TKaHMW.
OcTaeTtcsa CnopHbIM BOMPOC O KIMHUYECKOM hopMe NPOSBIEHUIN MOPaXEeHUN CO CTOPOHbI BHYTPEH-
HUX opraHoB. icxoast N3 N3nNOXeHHOro Bbille, NpeacTaBnAeTca HeobXoAMMbIM AarnbHenwee nsyye-
HUEe pPonu OMCNa3um COeANHUTENBHON TKaHN B OPMUPOBaAHUN U pa3BUTUKN 3aboneBaHNI BHYTPEH-
HUX OpPraHoOB C LENbl paHHEN ee OMarHOCTUKWU, KNUHUYECKOM OLIEHKWN, MPOMUIAKTUKN N NeYeHns
CBSA3aHHbIX C HeW 3aboneBaHun.
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