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« 3HauveHue coegUHUTENbHOTKaHHbIX AUcNna3umn
B NaTONOrnMM AeTCKoro Bo3pacTra

B.®.AemuH, C.0.KatouHmnkos, M.A.KalouHukosa

Poccwickuii rocygapcTseHHbIN MeguumHeKni yHnsepeuteT, Mockea

CraTha NOcBALLEHa NPOBNEMe COEAMHUTENBHOTKaHHBIX AVCTINA3WI Y ieTel U ponu 3ToW NaTonorvM B natoreHese 3aéonesa-
HUIA cepae4HO-COCYAUCTON, pecnupaTopHOM, MMMYHHOM U APYTUX CUCTEM OpraHuama. PacCMOTpeHb! 3TMONOTU4ecKUe U Mop-
chornornieckne acnekTbl Pa3BUTUA TOM NATONOTMUU, KNACCUGUKALIUS, A TaKkKe KITMHUYECKMEe OCOBEHHOCTU TEHEHUR HeKOTOo-

pbix 3a6onesaHnit Ha POHe COeANHUTENBHOTKAHHBIX AUCNNAa3unii B JETCKOM BO3pacTe.
KnroueBbie cnoBa: CoeaqnHUTENbHAasA TKaHb, COEANHNTENbHOTKaHHAA UCNna3sus, HapylueHue putMa cepgua,
nponanc MuTPanLHOro KnanaHa, 6poHXuanbHas actMa, NCKUHE3Ns XeHHOro 1y3bips
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c oeAVHUTENbHAsA TKaHb MO CBOEM 3HAYUMOCTU B OpraHm3-
Me 3aHuMMaeT ocoboe MecTo. CocTasnsas okono 50% Bcen
Maccel Tena, ona o6pasyeT ONOPHbIA KapKac (CKeneT) n Hapyx-
Hble MOKPOBbI (KOXY); (DOPMUPYET C KPOBbIO U NTMMEON BHYTPEH-
HIOIO cpegy OpraHu3ma; y4acTeyeT B perynsuMu metabonu-
YeCcKux 1 TpochMyYeCcKNX NPOLECCOB; B3AUMOAEACTBYSA C CUCTe-
Mamu caroyuTapHoA U UMMYHHOW U BUONOrMYECcKU aKTUBHbIX
BELLIECTB; UrpaeT posib B 06eCne4eHn UMMYHHOIO WU CTPYKTYP-
Horo romeoctasa [1-3].

WcTo4HMKOM paseutus coeMHUTENbHOM TKaHWU ABNAETCS Me-
3eHXuma, U3 KOTopOr (hOPMUPYIOTCH BHELLIHE CTOIMb He MOXoXWe
APYr Ha gpyra TKaHu: KoXa U KOCTW, XWUpoBasi TKaHb, KPOBb U
nuMda, MMMyHHAst cucTema, rmapkue Mbitltbi u xpawm {1, 3].

KneTou4Hble anemMeHTb! CoeAUHUTENBHON TKaHW NpeLfCcTaBeHbl
dunbpobnactamMm n nUx pasHOBUOHOCTAMM (OCTEOBNACTaMM, XOH-
ApouuTamu, ofioHTo6nacTaMu, keparobnacramu), makpocaramu
(rMcTuouMTamMK) 1 TyYHBIMK KneTkamu {(naépouuTtammu). B dyHK-
umm chubpo6acToB BXOOST: NPOAYKLUUS YrNeBOAHO-6EKOBbIX
KOMIJIeKCOB OCHOBHOIO BeLLecTBa (NPOTEOrNIMKAHOB M FNNKO-
NPOTEUHOB); 06pPa30BaHWe KONMAreHOBbIX, PETUKYNUHOBLIX W
3M1aCTUHOBbIX BOMIOKOH; PErynsaums MeTabonmama U CTPYKTYpHON
CTAbUSIbHOCTU 3TUX 3MIEMEHTOB, B TOM YUCNe UX KaTabonuama;
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The article deals with the problem of connective tissue dysplasia in children and the role of this pathology in the pathogenesis
of diseases of the cardiovascular, respiratory, immune and other systems of the body. Etiologic and morphological aspects of
the development of this pathology, classification, and specific clinical features of the course of some diseases against the back-
ground of connective tissue dysplasia in childhood are discussed.

Key words: connective tissue, connective tissue dysplasia, heart rate disturbance, mitral valve prolapse,

opraHu3aumna CBOEro «MWUKPOOKPYXEHUA» WU anuTennansHo-
ME3EHXMMasIbHOro B3aMMOAENCTBUSA. B KOMMNeKce ¢ BOIOKHUC-
TbIMW KOMIMOHeHTaMK chnbpobnacTbl ONPeAensloT apXUTEKTOHU-
Ky COeQUHUTENBHOM TKaHu [3, 4].

OKcTpauennonspHbliA MaTpPUKC NpeAcTasfieH BOJIOKHaMU
3-X TUNOB: KOMJareHoBbIMK, PETUKYNAPHBIMUA U 9NacTUHOBDI-
MU, ABASIOLLMUMUCA OCHOBHbIMU CTPYKTYPHBIMU 3/1EMEeHTamu
COEeLMHUTENbHONM TKaHW, KaK BOTOKHUCTOW, TaK U €O cneunarns-
HbIMWU CBOWCTBaMU. BoNMokKHWUCTaA coefuHUTENbHan TKaHb MO
CTEeNneHn pasBUTUA BOJIOKOH B MEXKNETOYHOM BELLEeCTBE MO-
XeT 6bITb PbIXOW WA NMNOTHOW, ODOPMIIEHHOW UNK HeT. Mpu
3TOM pbIxnasi, HeohopmIieHHas coeuHUTENbHAA TKaHb obpa-
3yeT CTPOMY BCeX OpraHoB M CUCTEM, a MnoTHas, otbopMneH-
HasA BONOKHUCTas, o6rafariuas 3HAYUTESTIbHOM MPOYHOCTLIO,
COCTaBnAEeT CBA3KM, CYXOXWIUA, acLmn opraHos, hubpos-
Hble Membpatbl. B 06pa3oBaHmm KoXK (GepMbl), HAOKOCTHULbI
U HaOXPALLHWULBI yYacTByeT NNoTHaA HeohopMIieHHasa coenu-
HUTeNbHas TKaHb, TakxXe OTnMYarLancs NpoYHocTbio. Coeau-
HUTENbHAsA TKaHb CO crneuuanbHbIMU CBOMCTBAMU MOXET 6bITb
CIIU3NUCTON, XUPOBOW WU PETUKYNAPHOW U COCTaBJIieT OCHOBY
CUHOBMASTBHBIX U CITM3UCTBIX 060N0YeK, AEeHTUHA, SManu, nynb-
Nbl 3y60B, CKNep, CTEeKNOBUAHOIO Tena rnasa, 6asanbHon MeMm-
6paHbl COCYLOB U aNUTenNua, CUCTeMbi Herpornuu [3, 5].

M3BecTHO 14 TMNOB KonnareHa, KOTopble OTNINHAIKTCA Opyr OT
apyra no cocraBy, NpeuMyLLIeCTBEHHOMY PaCrONOXEHUIO B Op-
raHax U TKaHfix U UICTOYHUKY chopMUpoBaHUa. Monekyna konna-
reHa cocToMT U3 NoNMNenTUaHbIX a-uenel. Kaxpasa o-uens co-
OepXuT B cpefHem okono 1000 aMWHOKUCIOTHBIX OCTATKOB.
CnoxHoe CTpOeHue KonnareHa onpegenserca 4YepefoBaHueM
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MONeKysn MpOSnHA, rMUUMHA, MU3NHA, a TaKXe CBOWMCTBEHHbIX
Konniarery MX rufpoKCUNbHBIX (POPM — OKCUAU3KMHA U OKCUMPO-
nmHa. CooTHOLWEHWe MeXAdy cofdepXaHwem KonnareHa pasHbiX
TMMOB B OPraHM3Me B LIENIOM U B OTAEMbHbIX €r0 OpraHax u cuc-
TeMax MeHSIeTCH B TEYEHUE XN3HU U obecneyunsaeT MHOrue u-
anonorudeckue npoueccs! [5, 6].

KpoMe TUMMYHbBIX KonnareHOBLIX BOTOKOH B CTPOME pafa op-
raHoB (MMMOY3nbl, CeneseHka, nerkue, cocyfbl, COCOYKOBbIN
CNoA BEPMbl, CIU3UCTbIE OGOMOYKK, NEYEHb, MOYKKU, MOLXKENy-
[ouHas Xenesa w 4p.) BCTPe4aTCs BONOKHA, BRepBbie 0603Ha-
yenHble C.Kyndepom B 1879 1. kaK peTUkynapHsle. B ux ocHo-
BE NIEXUT 0COBbIA 6eMoK — PETUKYNMH. PeTKynspHble BOMoKHa
OTAMYAIOTCHA OT KONNAareHOBbIX KaK MeHbLUen TONWMHON, TakK u
BETBMCTOCTbIO U AHACTOMO3UPOBAHMEM C O06pa3oBaHUEM CETU
BOJMIOKOH, OCOOEHHO B NnmMpoyanax u ceneseHke [3, 5, 7].

Onactuyeckue BOMOKHa yxe 6onee 100 neT NPUBIEKAIOT BHU-
MaHWe uccnegosaTenei, 4To 06yCMoBNEHO UX 3HAYEHWEM B pea-
nm3aummn 6romexaHn4ecKnx yHKLUUA psiga opraHoB, 0CO6EHHOC-
TAMU XMMWYECKOTO COCTaBa U TUHKTOPWANbHBIX CBOMCTB, Cneuu-
(HMYHOCTBIO M3MEHEHWIA NPW NaTonoryeckmx npoueccax. B opra-
HM3aLMM 3NaCTUHECKOW TKAHW BbIZENAOT MONMEKYNAPHLIN U Op-
raHHO-TKAHEBOW YPOBHM, MPUHEM Ha KaXAOM U3 HUX crneumdmka
ee CTPYKTYpbi onpefensieT U (PyHKUMOHANBHbIE CBOWCTBA — CNO-
COOHOCTE K OBpaTUMOW pecbopMauMy Noa BAUSIHUEM MEXaHU-
Yeckoro BosgencTams [3].

MpoCTpaHCTBO MeXOy BOMOKHaMMW 3anoNHEeHO KoMnnekca-
MM NONMCaxapuaos, — MUKO3aMUHOMIMKAHAMW U UX COenHe-
HUAMU ¢ 6enkaMu, — NPOTEOrNMMKAHAMU U TMUKONPOTENHAMM.
lMpoteornukaHbl 06ecneunsaloT TPOMUYECKYIO (DYHKUMIO CO-
eQMHUTENBHOM TKaHW: TPaHCMOPT BOAb, CONewW, aMUHOKUCIOT
W MMNUAOB, OCOBEHHO B 6eCCocCYanCTbIX 6paanuTPOMHbIX yya-
CTKax, CTEHKax COCyAoB, KnanaHax ceppua, Xpsulax, porosu-
ue u gp. [3, 4, 5].

CoeguHUTENbHAS TKAHb BLIMOMHAET KaK MUHUMYM 5 BaKHEW-
WKX OYHKLIMIA: BUOMEXaHNYECKYI0 (ONMOPHO-KapKacHyo), Tpodu-
Yeckylo (MeTabonunyeckyio), 6apbepHylo (3aWMTHYI0), MnacTu-
Yeckylo (penapaTuMBHY0) U MOPMOreHeTUYECKY (CTPYKTYPHO-
ofpasoBatencHyto). Ocyliectenenme yHKUMA coeauHUTENb-
HOM TKaHW CBSI3AHO CO BCEMM €€ KJTETOMHbIMU U BHEKNETOYHbI-
MM KOMNOHEHTaMM, XOTH [ONS Y4acTUs U posib 3TUX KOMMOHEH-
TOB B peanu3aumm Kaxaon OyHKUMU HepaBHO3HauHb| [1, 3, 5].

CoepuHnTeNbHOTKAHHAA AUCMasusa — 3TO HapyLueHue pas-
BUTUR COEMHUTENbHOA TKaHW B 3MOPUOHANBHOM M NOCTHATalb-
HOM nepuofax BCNefcTene reHeTUHECKN M3MEHEHHOTo (hubpumn-
noreHesa BHEKNETOYHOrO MAaTPUKCA, NPUBOAALLEE K pPACCTPOM-
CTBy rOMeocTa3a Ha TKaHeBOM, OPraHHOM W OPraHU3MEHHOM
YPOBHSIX B BUAE PasfnnyHbIX MOPO-(yHKLUMOHANBHBIX Aedek-
TOB BMCLIEPasibHbIX U NIOKOMOTOPHBIX OPraHoB C NpPOrpeaueHT-
HbIM Te4YEHUEM [2].

BnepBble coeamMHWUTENbHOTKAHHAA gucnnaswa 6bina onucaHa
8 1682 r. J. Van Meekeren, 3atem A.H.YepHory6osbim (1891 r.),
AMarfan (1896 r.), E.Ehlers (1901 r.), F.Danlos (1908 r.) [1].
[anbHenuiee n3yyeHne NO3BONMNO YCTAHOBUTL HacnepcTBEH-
HbIli XapakTep pafa CUHAPOMOB, B OCHOBE KOTOPbIX JIEXUT reH-
Hbll nedhekT cuHTe3a KonnareHa u onpepeneHHbln (ayTOCOMHO-
BOMMHAHTHBIN UM ayTOCOMHO-PELIECCUBHBLIA) TUN HacnepoBa-
hust [3, 8-12]. OgHako B noaaBnsaoLeM 6oNbLUNMHCTBE CnyYaes,
Habop heHOTUNMMHECKMX MPU3HAKOB HE YKNafabiBaeTCs HA B OOUH
U3 U3BECTHbIX CMHOPOMOB MAaTONOMMU COEOUHUTENBHOW TKaHW.

B cBfi3u ¢ 3TUM HacneACTBEHHbIE 3a60M1eBaHNA COBEUHUTENBHOM
TKaHW pa3gensoT Ha anddepeHUMpoBaHHbIe U HegugepeHum-
poBaHHere [1]. ‘

AngcpepeHympoBattble AUCNINA3HN  COEQUHNTENILHOMN
TKaHY XapaKTepu3yloTCst ONpefiesieHHbIM TUMOM HaCcNeAoBaHUs,
OTHETNIMBO OYEPHEHHOMN KAMHWHECKON KAPTUHON, a B page cry4a-’
€B — YCTaHOBEHHBIMU N XOPOLUO U3YHEHHBIMU FEeHHbLIMU UK 610-
XUMmdeckumn fedektamn. Hambonee TMNUYHbIE NPeLCTaBUTENN
3TOW rpynnbl — cuHapoMbl Mapdara n Snepca—annoca, Heco-
BEPLUEHHBW OCTeoreHes, CUHOPOM BAMOW KoXv u ap. Mo gaHHbiM
pasHbIX aBTOPOB, MOMYyNAUMOHHAs YacToTa cuHgpoma MapdaHa
cocrasnseT ot 1,72—4 Ha 100 000, 4—6 Ha 100 000 go 1 Ha 15 000
pogmBwmxes [1, 9, 13, 14]; yacTota cuHppoma 3nepca—fdannoca
kone6netcs o7 1 Ha 100 000 [9] Ao 1 Ha 5000 HoBOPOXAEHHbIX [1].

HenuncpeperympoBartble CoeauHUTENIbHOTKAHHbIE ONC-
nna3vM OVarHoCTUpYIoTCsl B TeX cny4asX, Korga y nauueHTa Ha-
60p (heHOTUNUYECKUX MPU3HAKOB He YKITaAbIBAETCHA HU B OQWH U3
I epeHUMpOoBaHHbIX cuHapomoB. [MpuynHon 3abonesaHus
CUHUTAIOTCA MYNbTU(haKTOpUansHble BO3AEWUCTBUA Ha Nog B ne-
pvog BHYTPUYTPOGHOIC passuTus, CNocobHbIe Bbi3biBaTb Aedek-
Thbl reHeTUYecKoro annapara [1, 2, 15].

B HacTositliee BpeMsl U3yYeHbl U3MEHEHWSI YNbTPaCTPYKTypb
COEaNHUTENBHOW TKaHW Mpwn HepguddepeHumMpoBaHHbIX (hopmax
ee pgucrninasuun. MseectHo, 4to andpdepeHumposka Takux CT
CTPYKTYp, Kak MO3BOHOYHLIA CTONG, kOXa, Knaradel ceppua,
KpYnHbie COCYAbl, MPOUCXOOMT B OOHU U Te Xe CPOKM (DETaNbHOIo
pa3BUTUSA, NO3ITOMY COYETAHME AUCMNACTUHECKUMX U3MEHEHWI B
3TUX cucTeMax Haubonee BepoATHO. Ecnn oucnnactuyeckue ms-
MEHEHWS 3aTPOHYNU MUTPAIbHBIA KranaH, aopTy, CKeNeT U KOXY,
TO npasomMoyeH akpoHum «MASS—phenotype» [1, 71.

CteneHb BbIPaXEeHHOCTU TEHETUHECKU [ETEPMUHMPOBAHHLIX
neheKTOB OHTOreHe3a 3aBUCUT OT MEeHETPAHTHOCTU U 3KCMpec-
CMBHOCTM COOTBETCTBYIOLLMX F€HOB, & BPOXKAEHHbLIX HAPYLIEHWUA —
OT CW/Ibl U CPOKOB MyTareHHoro Bo3gencTaus. IosTomy nokanwu-
3auUms OMCNIacTUHECKUX UBMEHEHWUIA COEQNHUTENBHON TKaHN MO-
XET ObITb OrpaHUyYeHa Kak OfJHOM CUCTEMOMN, TaK U CoYETaThb 3Ha-
4yUTENbHOE MX YUCO. B €BA3M € 3TUM BbLIAENAIOT Creaylowme Ba-
pyaHTbl gucnnasuii:

1) UICTUHHO Marnble (Hann4ue 3 1 6onee BHELHUX (DEHOTUMNK-
4eCKUX NPU3HAKOB W/UNWU Manblx aHoManuii passuTus 6e3 Buagu-
MbIX U KNIMHWYECKM 3HAYUMBIX U3MEHEHUA COEONHUTENbHOTKAH-
HOro Kapkaca BHYTPEHHUX OPraHoB);

2) n3onnpoBaHHble, NOKANU30BaHHbIe B 0QHOM OpraHe;

3) co6CTBEHHO CUHOPOM COEANHUTENBHOTKAHHOM Aucnnasum [1].

CVHOPOM COEAMHUTENEHOTKAHHOW OUCTnasvmn onpegenseTcs
KaK HO30NOrMYECKN CaMOCTOSTENbHbLIN CUHOPOM MNOMIUMrEHHO-
MYyNbTUEaKTOpUanbHOW NpUpoabl, NPOSIBASIOLLMIACA BHELHUMU
(HEHOTUNUYECKUMUN TpPU3HAKaAMM B COYETAHMM C AUCMNacTu-
YECKUMU N3MEHEHUSIMU U KNIMHUYECKU 3HAYUMON ONCYHKLUMEN
O[HOIo MNW HECKONBKNX BHYTPEeHHMX opraHoB [1]. Yeenunyenue B
HacTosfiLlee BPEMS YnCNa clnydYaeB 3Toro 3aboneBaHUs CBSA3bl-
BalOT ¢ HebGnarornpuATHLIMU BO3OEWUCTBUAMWU B MEPUOL OHTO-
reHesa: yxXyALeHneM 3Konorm4eckon 06CTanOBKM, NMNOXUM Mn-
TaHueM u ctpeccamm [1, 16, 17].

PacnpoctpaHeHHOCTH BHeLUHUX (heHOTUNUYECKMX NPU3HAKOB
CvHOpOMa, UX MHAXOPMATUBHOCTU U CBA3N C M3MEHEHUSIMWN CO-
€OVMHWUTENbHOTKAHHOMO Kapkaca BHYTPEeHHWX OpraHoB MOCBsLtie-
Hbl pa6oTel paga astopos [1, 16-21]. B 1989 r. M.J.Glesby n
R.E.Pyeritz npeanoxunu cneumanbHyio KapTy ANs BbISBNEHUs,
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Tak Ha3biBAEMOro «CMeLLAHHOrO» (PeHOTMNA, rae ONUCHIBANUCH
16 WM3BECTHbLIX (DEHOTUMWYECKMX .Npu3HakoB. OAHAKo KapTa

npegHa3Ha4danacob TONbLKO ansg AnarHoCTUKK nponanca Mutparnbs-.

HOro KJlanaHa u pacluumMpenus KpynHbeix cocynos [7]. B nocnepy-
OLLEM MOOMDULMPOBAHHbIE KapTb! 6b1K NpegoxeHs! P.I.Ora-
HOBbIM U COaBT., A.N.MapTbiHOBbIM 1 coaBT. [16]. MNonHeli nepe-
YeHb (HEHOTUNNMYECKUX NPU3HAKOB CUHAPOMA COeOUHUTENbHO-
TKaHHOW AMCnNasvm 1 MUKPOAHOMAaNUA passuTUa BKNoYaeT 60-
nee 100 HaumeHoBaHWI [19].

BHelHWe peHOTMNMYECKME NPU3HAKM 3TOMO CUHAPOMA MOX-
HO pasgenuTb Ha TP rpynnbi;

1. KOHCTUTYUMOHANbHblE OCOBEHHOCTU — acTeHUYEeCcKas KoH-
CTUTYUMSA ¢ npeobnagaHnemM NpofonbHbIX Pa3mepoB Tena Haf
nonepeYHsiMK 1 0eUUUTOM MacChi.

2. Co6CcTBEHHO NPU3HAKU CMHOPOMA — aHOMAalNun pasBUTUSA
MUEBOMA 4acTM 4Yepena M CKeneTa, OCEBOO U KOHEYHOCTEW,
BKIIOYAs KUGOCKONMO3, KUREBMaHyto gedopmaunio rpyaHomn
KNEeTKW, BOPOHKOOOpasHylo nedopMauuid FPYOHOW KIIETKMW,
NIOCKOCTONWE U ApYyrue M3MEeHeHUs CTOM, rMNepMoBUIbLHOCTD
CYCTaBOB, rMNeppacTXXMMOCTb KOXUN U T.A.

3. Manble aHoManun pasBuTus, KOTOpble camu no cebe, Kak
NpaBu/Io, He UMEIOT KIIMHNYECKOro 3HAa4YeHns, a BbICTYnalwT B
ponu cTurm aucamépuoredesa [1, 19, 22].

YcTaHoBNeHa TecHas B3aMMOCBSI3b MeXAy KONU4YeCTBOM
BHELLIHWUX CTUIM, CTEMEHbIO BbIPAXXEHHOCTU OUCNNACTUYECKUX
NPOSABAEHUA CO CTOPOHBLI KOXW U OMOPHO-ABUraTesIbHOro anna-
pata v U3MEHEeHUSMN COEOUHWUTENBHOTKAHHOro Kapkaca BHYT-
PEHHUX OPraHOB — BHYTPEHHWUE (DEHOTUNMUECKUE MPUSHAKN 3TO-
ro cuhgpoma. BbinBnenne 3-x n 6onee BHelHWX eHoTUNK-
YeCKuUX MPM3HaKoB AaeT OCHOBaHWe npegnonarate Hann4ue oT-
KITOHEHWUI CTPYKTYPbI U (DYHKLUWM LeHTpanbHOM M BereTaTtvBHOM
HEPBHOW CUCTEM, a Takxe BHYTpeHHMX opraHos [1, 23]. Tak, npu
Hanu4iMm 3-x BHELLHUX (PEeHOTMNUYECKMX MPU3HAKOB COeOMHU-
TeNbHOTKaHHbIE aHOManun CO CTOPOHbI cepaua BbIABAANUCH B
71% cny4yaes, a 4-x 1 6onee — B 89% [19].

CHHAPOM COEAHHHUTENILHOTKAHHOW Aucrnasum cepaua
ofbeguHAET MHOMOYMCIIEHHYLIO Fpynny aHOManui kapkaca cepg-
La W 3acnyxumBaeT oco60ro BHAMaHMS BBUOY ero 60nbLOoN pac-
NPOCTPAHEHHOCTYW, 3HAYUMOCTU KNMHNKO-(DYHKLMOHAMBHLIX NpO-
ABIEHUM U TAXKECTW OCNOXHeHWn [18, 20, 23-27]. PassuTtue npeg-
cTaBneHnn o6 3TUX aHOMAaNMUsX CTano BO3MOXHbIM Gnaropaps
BHEPEHWMIO B MPAKTUKY 3X0KapAMOrpar4ecKoro uccnefosaHums.
OpHako nuwb B 1987 r. B knaccudmkaumio Hito-Mopkckoit acco-
Umaumn Kapamonoros 6biv BKMOYEHbl COeQUHUTENIbHO-TKaHHbIe
auennasuy cepgua 2-x 3TMONOrMYeckux Kraccos. K nepsomy
Knaccy oTHeceHb! aupepeHLMpoBaHHbIE aHOMANNK; KO BTOPO-
My — «130MPOBAHHBIE»: U3ONMPOBAHHBIA U KOMOWHMPOBAHHBIW
KnanaHHeid nponanc, aopTafibHas peryprurauus, Boibyxanue
aopTasibHOro KOMbLA, aHespuama fiero4noin aprepum [30].

B 1990 r. B Omcke Ha cMMno3nyme, NocesLLeHHOM npobneme
BPOXAEHHbIX OMCNIa3ui COeQUHUTENIBHON TKaHW, ceppedHbie
aucnnasmm 6bin BblgeneHbl B CAMOCTOATENbHLIA CUHAPOM,
BKMIOYAIOWMIA Mponancel KnanaHoB cepaua, aHeBpu3Mbl MeX-
npencepaHoi Neperopodku 1 cuHycos Banscanessl [1, 2]. C Tex
nop B nUTeparype NossuIoCk 60JLLLIOE KONMYECTBO padoT, npo-
JEMOHCTPUPOBABLLMX KITMHUYECKOE 3HAYEeHWE 3TOro CMHOpoma
W NOKa3aBLMX, YTO NMOMUMO Ha3BAHHOMO Bbllle, B 3Ty rpynny
crnefyer BKMOUUTL NoxHble xopabt (JIX) U MHOXeCTBO Apyrux
Manbix aHomanvi passutus cepgua (24, 31]. C.®.lHycaes w

I0.M.BenosepoB Npeanoxunn pabouyo MOpPEOSOru4ecKyr
Knaccuukaumio, B KOTOPOW yKasbiBaeTca 29 aHaTOMUYeCcKur
OTK/TIOHEHWI B CTPYKTYpE pa3nu4HbiX oTaenos cepaua. o pak
HbIM 9xokapguorpacduu, y getent 1-12 net pasnuyHble Manbi
aHoManum cepaua BbiSBNAoTCA B 98-99% cny4vaes [24, 28].

B npouecce pocTa 1 pa3suTus OpraHu3ma KONMYecTBO Mk
3HaKOB SMCMOpPbu3ama ceppua yMeHbLUAEeTCsl, YTO CBA3AHO, Mpe-
XAe BCero, ¢ COBEPLUEHCTBOBaHWEM (POPMUPOBAHUS Kapgmo-
cTpykTyp. OOHAaKo, B OCHOBE TaKUX CTUIM KapauoreHesa, Kak on-
natauusi cuHycos Banbcanbsbi, Nponanc MUTPansHOro Knanaxa,
CMellEeHNe CcenTanbHOM CTBOPKM TPUKYCNWOANLHOrO KranaHa
MOXET fexartb yCUNeHNe AUCNNacTUYeCKMxX MpoLEeCccoB, npeumy-
LeCTBEHHO B COEOVHUTENBHOTKAHHOM CTpoMe cepaua [24, 25].

Mo paHHbIM NOMYNAUMOHHBLIX WCCeAOBaHWIA y aeTen npy
anekTpokapguorpadpumn Boissnsetca oT 1 0o 9, B cpepHeMm -
3 Manblx aHomManuv passutus ceppua. UMeHHO 370 KonmuecTse
(3) paccmaTrpuBaeTCst Kak «MOPOroBbif» YPOBEHb KapauasibHbix
aHoManuin. 4Yvncno geteit ¢ KOAMYECTBOM MaribiX aHOMANUI Bbl-
e «NOpOroBoro» cocrasnset B nonynsauumn 31,8%. Kak npasw-
N0, 3TO AETU C OCNOXHEHHbLIM Te4YEeHNEM BHYTPUYTPOBHOIO pas-
BUTUA [24, 27, 28]. Hncno geteit ¢ «HAAMOPOroBbIM» YPOBHEM
MarnbiX aHoManu cepgua JOCTOBEPHO YBETUHYNBAETCH B 3KON0-
rMYECKM 3arpsidHeHHbIX parioHax [24, 29].

Hanbonee u3y4eHHOR U KITMHUYECKU 3HAYMMOW Maslon aHo-
Manuewn ABNSETCA NEPBUYHLIN NPONanc MUTPaNbHOrO KNnanaHxa,
BCTpevalowminca B nonynsauun B 1,8-38% cny4aes, npudewm y
OeTEen U NOAPOCTKOB ero 4actora CyUIeCTBEHHO BblLLE, HeM Y
B3pOCnbiX [24]. K BO3MOXHbBIM NPUYUHAM BO3HUKHOBEHMSA NMpo-
nanca oTHOCATCH:

1. \aMeHeHWUs CTPYKTYpbl MUTPANbHOrO KnanaHa B BUAE ero
MUKCOMATO3HOR fereHepauuu, OBYCNOBMEHHbLIE HapyLLeHeM
meTadonuama konnarera lll u V tunos. MNog TepMUHOM MUKCO-
MaTo3Hasi gereHepauns NOHUMAIOT N3MEHEHUE apXUTEKTOHUKN
KOMNareHoBbIX (PUOPUNIT U UX 3aMELLEHWE KUCTTLIMU FIMKO3aMu-
HornukaHamn. B 38% cnyyaeB MMKCOMaTO3Has pereHepauus
pacnpocTpaHsaeTca Ha xopdasibHblA annapaT. Kpome Toro, oHa
MOXET 3axBaTbiBaTe NPOBOAALLYIO CUCTEMY CeppLa v BHYTPH-
XENMYAO4KOBBIE HEPBHBIE BOSMOKHA.

2. AHOManuv pasBuTUA CaMoro KnanaHHoro annapara v nog-
KnananHbIX CTPYKTYP: «U36bITOYHOCTb» CTBOPOK, HEMPaBUITbHOE
WX NpUKpenneHne, yanuHeHme xopgasnbHelx HUTEN, aHOMabHaA
Tpakumsa NanunspHbIX MbiL.

3. PervoHanbHble HapyLleHns COKpaTUMOCTU U penakcaum
Muokapga 1eBoro Xenygoika. 3T cerMeHTapHble HapyLueHus
COKpaTMMOCTU MMOKapAa MOryT paccrnabnaTb XOpAbl U Bblidb-
BaTb (MM YyCyrybnstb) «M36bITOHHOCTE» MUTPAsbHBIX CTBOROK,

4. KnananHo-xenygo4kosas aMcnponopums.

5. Comatudeckas peanuzauns adeKTUBHbIX COCTORHi:
HapylwieHve BereTaTUBHOW MHHEPBALMM CTBOPOK M NOAKNanak-
HbIX CTPYKTYp Ha (hoHe BeretaTvBHOW MU MCUXO3MOLIMOHAML-
HON QUCYHKUMM (HEBPO3bI, UCTEPUS U T.4.).

6. XpoHu4eckMin LedUuMT MOHOB MarHus, BbISBMAEMbIA y
85% nmauneHTOB C NPONancom MUTpanbHOro kKnanaHa. YcraHoe-
JIEHO, HYTO B YCMOBUSAX rUNoMarHemun mbpobnacTb! Bbipabs-
ThIBAIOT HEMOMHOUEHHbIA KONMareH, Hapylwas Takum obpasom
ctpyktypy CT [18, 19, 23, 29, 32].

KrnnHu4eckan kapTvHa npw nponarnce MUTPanbHOrO Knanaia
oTnu4aetcsa nonumopdguamom. Hambonee xapakrepbt xanobh
Ha 60nu (KoMowne, HOOLWMWE 1 T.4.) B NEBOK NONOBUHE MPYAHOi
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KneTku, Habnogatowmecs B 32,3-65% cnyyaes. OauH M3 BO3-
MOXHbIX MEXaHW3MOB MOABAEHUs Kapguanruid — fokKanoHas
WemMna MUokappa B pesyfbTaTe HaTHXEHWA (anunsapHbIX
Mbiluly, KpOMe TOro, NauMeHTbl XanylTCA Ha YyBCTBO HEXBATKU
B034yxa, NPenaTCTBME Ha NYTW BAOXA, MOTPEOHOCTL B rNyboKmX
BOXaX, HEYOBNETBOPEHHOCTb UMK, HTO MOXHO PaCLEHWUTb Kak
NPOABNIEHNE TUNEPBEHTUNALUMOHHOIO CUHAPOMA, OGYCMOBNEH-
HOrO ovcYHKLMEN BEreTaTMBHOW HEpPBHOW cucTeMbl. YacTtoTa
TMNePBEHTUNALMOHHOIO CUHAPOMA NpY Nponance MUTPanbHOro
knanaHa coctasnset 21,5-50% [1, 22, 30, 33, 34].

Cepauebuernsa u owyuleHus «nepeboes» B paboTe cepaua
BCTpeyatoTcs B 25,8-45% cnyyaes M cBsA3aHb! C BEreTaTtMeHON
amcperynsauven cepgedHoro putma. CuHKonaneHbie U NpeacvH-
konanbHble COCTORHMSA BCTpedawTca ¥ 4-33,4% 60nbHbIX; of-
HOW U3 NMPUYMH 3TOFO MOXeET OblTb OpTOCTATUHECKas MMMNOTEeH-
3ug, Bbiasnaeman y 13,9% 60nbHbIX C NpoancoMm MUTpassHOro
knanana. Kpome Toro, y 3TX nauneHToB HabnogawTes Bereta-
TUBHBIE KpU3bl, B 3apYOEXHON nuTepatype onpefensemole Kak
«MaHM4yeckan araka». Y vy ¢ «MaHM4eCKUMK atakamu» npo-
nanc guarHoctupyetcs B 8-49,5% cnyyaes [1, 23, 33, 35, 36].

[Mpu ayckynbTaumm y 60A6LLMHCTBA NaUMeHTOB o6HapyxuBa-
10T CPEAHE- UNWU NO3OHECUCTONUYECKME LLIEMTYKMA W/WNU NMO3BHUIA
CUCTONMYECKUI LUYM, ogHako B 20% cnyyYaes OTMEYaloT «He-
Mbie» Nponancel [1, 34, 37].

Hav6onee nHopmaTMBHLIM METOAOM AMArHOCTUKK Nponan-
ca MATPasibHOro KianaHa sIBNseTCH 3xokapauorpadus, YyecT-
BUTENLHOCTB U CMEeUMUYHOCTL KOTOPOro coctaenseT 87-96%
1 87-100%, COOTBETCTBEHHO. TAXECTb TEYEeHWA Nponanca onpe-
JenAeTCA HaMMYMEM U CTEMEHbID MUTPANbHOW peryprutaumu,
OfiHMM U3 (DAKTOPOB PA3BUTUA KOTOPOKM CHMTAOT MUKCOMATO3-
HYI0 JereHepauuio CTBOPOK MUTpasibHoro knanaxa. MuTpans-
Kasi peryprutaums npy nponance MoxeT 6biTb CBA3aHa He TOSb-
KO € nocnedHen, HO U ¢ paclunpeHneM rbpoO3HOTo KoMbLa unm
C rMNepriogBMXHOCTBIO CTBOPOK [18, 24, 29].

Y 5Tux 60bHbIX Yauie, Yem B Nonynauun, HabnogawTes pas-
NM4HblE HapyLUEHUA puTMa W NPOBOAUMOCTW: XXENyAOYKOBble
akcTpacuctonum — B 18,2—90,6% cny4aeB, HaQXenyao4KoBble —
B 16-80%, cuHoaTpmansHbie 6nokafbl — B 3,2-5%, atpnoBeHT-
pUkynsipHble 65nokagbl - B 0,9-9% [1, 18, 19, 26, 27, 38].

Cuvnapom cnaboCcT CMHYCOBOrO y3na y nNauMeHToB ¢ nponan-
cOM BCTpe4aeTcH B 2,4—17,5% cny4aes 1 MoxeT 6bITb 06ycio-
BNeH BereTaTMBHOW AVCdyHKLUMen ¢ npectnagaHuemM BarycHbix
BMMSHUA. CUHAPOM paHHen penonspusaumm Xenyaoykos obHa-
pyXuBaeTcs y 3TuX 6onbHbix B 12,5-35% cny4vaes, npudem y
92,3% U3 HUX OH COMPOBOXJAaeTcA HapyLLleHUAMU puTMa cepa-
ua. Mpu nponarnce MMTpanLHOro KnarnaHa: 8 8 pas yauie, 4em B
nonynaumM, BCcTpevaeTcs cuHgpom Bonbda-TlapkuHcoHa-Yaii-
T4; HA 3nekTpokapguworpamMme B 4—44% cny4aeB BbIRBNAIOTCA
HecneundmnHecKne HapyuieHun penonapu3aunm B Buae TpaHau-
TopHO MHBepcun 3ybua T un genpeccun cermenta ST so I, I,
aVF, V5, V6; B 24% ~ yBenuyeHHas gucnepcuna nitepesana Q-T,
koppenupytowan ¢ rIy6uHON nponabupoBaHUA 1 HalM4Mem
MAKCOMATO3HOW flereHepaunu [24, 26, 39, 40].

Heo6xoQnMO OTMETUTBL, YTO PUCK PA3BUTUS TAKUX OCNOXHE-
HMA Mponanca Kak BHe3anHas cMepTb, MHMEKLUUMOHHBI 3HAO-
KapauT, XENy[O4KOBbIE apuUTMWUW, BO3pAcTaeT C yBenu4eHnem
CTeneHn MUTpanLHOW peryprutaumu [39, 41].

WccnegoBanne NpuHvH HapyLweHuh reMoauHaMmKK rno3sosin-
M0 BbIIBUTb CBA3b C KOHCTUTYLMOHANBHLIMU OCOGEHHOCTAMM

nauneHToB C QMCNna3nein coeguHUTENbHOM TKaHM, B 4acTHOCTH,
C BblpaXeHHOCTbIO AedopmMatinii rpyoqHON KNeTKW, NO3BOHOUHN-
Ka, MONOXeHWeM OPraHoB B rpyAHoON knetke [42—44]. BoigensioT
3 BapuaHTa AUCnIacTU4eCKu M3MEHEHHOro cepaua:

1. AcTeHnYecCkni (TopakoguadgparmMansHoe cepaLe) CBOCT-
BEHEeH nauueHTaM C acTeHW4YecKMM TUNoM U Aedopmaumen
rpyaHoM KneTku | cTeneHn ¢ CUHOPOMOM «MPAMON CMUHbL» . TH-
NNYHbl HeboNbiUWMe pa3mepbl MONOCTER cepgua ¢ COXpaHeHem
Maccbl MMOKapAa Y M3MEHEHUA GMOMEXaHWUKK, NPOABNAOLWMCA
B YCUJIEHUU CUCTONMYECKOrO COKPALLEHUS W YMEHbLUEHUN ava-
CTOMIMYECKOro paccnabdneHus, YTO CONPOBOXOAETCA CHUXEHWEM
ygapHoro o6kema.

2. KOHCTpUKTMBHBIMA HabnogaeTcs y NAUMeHTOR ¢ BbIPAXEH-
HOM pedopmauneil rpyaHorW KNeTku m no3soHo4vHuKa. Cepaue
NMB0 YMEHBLLIEHO U CAABMEHO, NMBO POTUPOBAHO C NEpeKpyHn-
BaHWEM OCHOBHbIX COCYOMCTbIX CTBOMOB. CoKpaTuTenbHas
OYHKUNA MUOKapaa CHUXXEeHa, 0CO6EeHHO NPaBoro Xenynoyka.

3. MNceBooaacTonuyecKuit UMeeT MeCTO Y MaLlMEHTOB ¢ Bbipa-
XEHHON KuneBnaHOW AechopmMaumen rpyaHon KNeTKM v gunaraum-
e KopHst aopTbl. CTPYKTYPHbIE N3MEHEeHWS CONPOBOXOAIOTCA YBe-
JIM4eHeM pa3mepoB f1eBOr0 XeyaoyKka B guactony, npuotpeTato-
LLIero B 3TOT MOMEHT 1iapoobpasHyto hopmy [42—44).

Mony4erbl gaHHbie O POPMUPOBaAHUW [MACTONMHECKON Awuc-
hyHKUMI NEBOTO XeNnynodka y AeTel 1 NOAPOCTKOB C MUTPansHOM
peryprutauueid Ha hoHe nponanca MUTPanbHOro Knanada, Koto-
pas NMPOSABASETCA B CHWKEHWN NOKa3aTenel MNMKOBbIX CKOPOCTE
NOTOKa paHHEro HamnosIHeHNs, YMEHbLLIEHUM BPEMEHW €0 3aMefle-
HUS N KOMIMEHCATOPHOM YBENU4eHU [ONW NPeacepaHOro KOMmo-
HeHTa B AMACTONMYECKOM HanonHeHun cepgua [45]. Mo MHeHuo
R.A.Nishimuro u coaeT. (unT. no YepHosy6oeoi H.HO.) npuunHown
YMEHbLLEHNS CKOPOCTU PaHHEro AUacTONUHECKOro HanoHeHA AB-
JIRETCA MOBBILLIEHHAS XECTKOCTb CTEHKM XEenyaoudka, HapylleHue
AKTMBHOM pefakcaummn n CHUKEHWe 3MacTUYHOCTU MnoKapaa [45].

Hpyroi pacrnpoCTpaHeHHON aHoMannen CoeguHUTENbHO-TKaH-
HOrO KapKkaca cepgua SBnsOTCA SOXHbIE XOpL4b!, KOTOpbIe B Noga-
Bnsowem 6onbLUMHCTBE cnyyaes (95%) pacnonaraloTcs B NOSOC-
T NEBOTO XEMyioHKa, pexe — B Apyrux. B oTnnume oT NCTUHHBIX
XOpL, OHW He CBA3aHb! CO CTBOPKaMM aTpPUMOBEHTPUKYSSAPHBIX KNa-
faHOB, a KPensTCH K CBOGOAHLIM CTEHKaM Xesnyno4kos. Brnepeble
aHoMmaUbHbie PMOPOMYCKYNApHBbIE MY4YKM Gbink OBHapyXeHbl B
1893 r. W.Turner npu ayToncum 1 paccMaTpvBaiMCh KaK BapnaHT
HOpMb!. JTOXHbIE XOpAbl OTHOCUTENTIBHO HEQABHO CTanu paccMaTpu-
BaTbCA KaK pe3ynbraT FeHeTUHeCKoro Aedekta uiv HapyleHWi
3MbpuoreHesa, NPUBOOALLMX K Pa3BUTMIO OMCTNIEA3WM COELMHM-
TenbHOW TKaHu. [eHeTudeckas pgeTepmuHWpoBaHHOCTb JIX nog-
TBEPXAAaeTca TeM, 4TO mx Tonorpacmsa B nonoctu JDK y netei n
poauTenei B 6ONbLLUMHCTBE ClyYaes naeHTUYHa [24, 46-48].

TloxHble xopApl npeAcTasnsloT cobon fepuBaT BHYTPEHHEro
MbILLEYHOMO CNOS NPUMUTUBHOIO Cepaua, BO3HUKAIOWErO B 3M-
6pWoHanbLHOM Mepuoge Npu OTLUHYPOBKE NanUNAAPHBLIX MbiUL,.
lncTonoru4eckn oHn NMeIOT nbpPo3Hoe, HBPO3HO-MbILLIEHHOE
MIM Mbille4HOe CTpOeHue. 3HauYUTenbHeld pasbpoc peaynbTa-
TOB 4acTOThb! ux onpefeneHus (0,5-68% cny4aeB) cBUOETENLCT-
ByeT 06 OTCYTCTBUM €4MHOIr0 MEeTOANYECKOro noaxoda K gvar-
HOCTUKe. HekoTopble aBTOpbI NpeanaralT BblgensnTb JIOKHbIe
XOpAbl U aHoMasbHble Tpabekysbl. OCHOBHBIM OTAIMHMEM NOX-
HbIX XOPA CHUTAKOT MX BbICOKYI YNbTPa3BYKOBYIO NAOTHOCTL U
HUTEBUOHYIO HOPMY, & aHOMansHbie TpabeKysbl 06bIMHO Bepe-
TeHoOBpasHbie C LUMPOKUM OCHOBAHWEM W TMAOTHOCTbLIO, 6/M3-
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KON K TakoBon Muokappaa [1, 31, 47, 48]. U3-3a 3Ha4MTensHON
BapvabenbHOCTU CTPOEHUS He BCerja MOXHO WaeHTUuumpo-
BaTb BHYTPUXENyAOYKOBble NEpeTXKM Kak xopdbl unu Tpabe-
Kynbl, 4T0, no MHeHuo .N.CTopoxakoBa M COaBTOPOB, NOA-
TBEpXAAeT LenecoobpasHoCTb UCNONb3OBAHUS YHUBEPCAbHO-
ro TepMuHa — NTOXHbIe Xopabt [49].

KapananbHble NposiBfieHnss BO MHOrOM 3aBUCHT OT UX TOMO-
rpaum M BO3MOXHOIO HapyweHUsM UMW FeOMEeTPpUM NEBOro
xenypodka. KnvHuyecku Havbonee 3Hauumbl nonepeqHo-6a-
3abHble, MHOXECTBEHHbIE M NPOACMbHbIE XOPAbl, KOTOPbIE Bbl-
3bIBalOT «MY3blKamnbHbIA» CUCTONMMYECKUIA WYM U BeAyT K Hapy-
LWEHMIO BHYTPUCEPAEYHON remMOdMHaAMUKKU U ANAcTONMYECKON
byHKUMM cepaua, a Takxe cnocobcTBYIOT BO3HUKHOBEHUIO CEp-
OEYHbIX apuTMUMK, 4TO O6bINO BMEpBble NPeanonoXeHo
H.Suwadal B 1984 r. [1, 49, 50]. B nocneayowem 6binio noka-
3aHo, YTO NIOXHble XOpAbl NPeacTaBNsaioT cob0n AONONHUTENb-
HbI SMEMEHT NPoBOAsLLEN CUCTEMbI cepaua, obnagatoumn
CNOCOBHOCTLIO NPOBOANTL SMEKTPUYECKNE MMIMYNbCHI U TEM Ca-
MbIM Y4acTBOBaTb B BO3HWKHOBEHWM CepaeyHbIX apuTMUA. Yc-
TAHOBMEHa 32aBUCUMOCTb BbIDAXEHHOCTU apUTMOreHHOro 3d-
hekTa OT TonorpadUHeCcKUX BapuaHToB U TOJLLIMHBI STUX XOpA
[24, 31, 51, 52].

Pagom aBTOpOB NpefnaraeTcs BblAenaTb SNeKTpokapauorpa-
uyeckne M3MeHeHusl, acCoLMMPOBaHHbIE C CMHOPOMOM JuC-
nnasuu cepgua: 1) CMHAPOM NpeXAEeBPEMEHHOro BO36GYXAeHNs
XENyAoYKoB; 2) CMHAPOM paHHel ux penonsipusauuy; 3) npex-
[EBPEMEHHDBIE XENyA04KOBbIE KOMNEKChl; 4) HECTabunbHOCTb
KOHEYHOM 4acTu Xenyao4KOBOro KOMNNekca B 3agHEHWXHUX OT-
BegeHusX. CMHOPOMBbI paHHEW Penonsapu3aumy XenyaoykoB,
Knepka-JieBn—Kpuctecko, Bonba-lapkuHcoHa—Yanta B
68-84,9% cny4aeB COYETAKOTCA C NTOXHbLIMU XOpAaMun, Npenmy-
L{ECTBEHHO MPOAONbHbIMU, NMPUYEM CUHAPOM PaHHEN pernonsapu-
3aUMKN Xenyao4koB Y AeTel ¢ 3TON aHOManuven BbISBNAETCA B
72%, a y B3pocnbix — B 19% cnyyaes [19, 31, 44, 46].

KnuHW4eckoe 3HayeHve nponanca MUMTpasbHOro KnanaHa w
NOXHbBIX XOP4 NIEBOMO XeNyAaoyKa 3aknoyaeTcs, npexae Bcero,
B MX apUTMoreHHoMm spekte. Kpome Toro, umetotcs gaHHele O
CBA3W HapylweHWih ceppedHoro putma ¢ JIX B nonoctv nesoro
npegcepaua, ¢ aHEBPU3MON MEXNPEACEPAHON Neperopoakn un
MUKpOaHoManuaMu npasoro npegcepaua [1, 25].

Mo MHeHMIO pspa aBTOPOB BEreTOCOCYAUCTasA ANCTOHUS Bbl-
ABMAETCH NPAKTUYECKM Y BCEX NUL C COEAMHUTENbHOTKaHHON
avcnnaswven [1, 19, 33, 53, 54]. No BugMMOMy, 3TO CBA3aHO C U3-
MEHEHHOW CTPYKTYPOW KoNnnareHa, YTo HeraTMBHO CKasbIBaeTCs
Ha ero Tpon4eckon yHKLUMM B LEHTPASIbHOW U BEreTaTUBHON
HEepBHOW cuUcTeMax, BbidbiBas ux AuctoHuio [1]. YV peten-guc-
nnacTMkoB 2—15 neTt ¢ HapyweHUsMU pUTMa U NPOBOAUMOCTH
CUHOPOM BEreTOCOCYQNCTOM OUCTOHUN NPOTEKAET NPENMYyLLIECT-
BEHHO MO BarOTOHUYECKOMY TWUMy, B BUAE MpeAcUMHKONanbHbIX,
CUHKOMAsbHBLIX U aCTEHUYECKUX COCTOAHWMA, KapAManrn4eckoro
CUHAPOMa, FONMOBHbLIX GONEN «HAMPAXEHUA» U YACTO CONPOBOX-
JaeTcsi MCMXONaToNornyeckuMun paccrtponcteamm [19, 25, 28].
Mo paHHbIM KapguonHTepBanorpagumy, NPaKkTUYECKN BCe JeTH C
CMHAPOMOM BUCMNNAa3nM CoOeaMHUTENBHOW TKaHW cepaua nMeioT
NposIBNEHUs BereTaTMBHOW ANCPErynaumm, YTo CBMAETENbCTBY-
€T O CHMXEHUW BO3MOXHOCTEN aganTtauuun [25, 44, 45, 50].

CocTosiHMe cepaeqHO-COCYOUCTON CUCTEMBI MPWU COEdUHU-
TeNbHOTKAHHOW AnChna3nm npegctaenseTcs Hanbonee nsyden-
HbIM. WiccnepgoBaHun nocnegHux net CBUOETENbCTBYIOT O CyLle-
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CTBEHHbIX U3MEHEHUsIX U B APYrMX opraHax v cuctemax, ofHak
OHU eLLe HeOCTaTOHHO U3YHeHbI.

leHeTU4ECKM AETEPMMHUPOBAHHAA HEJOCTATO4HOCTL COBH-
HUTENLHOW TKaHW MOXET COMpoBOXAaTbCA AUCHYHKLME!
6pPOHXONEroYHON CUCTEMbBI, OOHUM M3 NPOSBNEHWIA KOTOpO
ABNAETCA TpaxeobpoHXManbHas ANCKUHE3US — CY>KEHME MPocss-
Ta Tpaxeun U KpynHbiX 6pOHX0B BO BpeMs Bblaoxa BCNeacTsie
nponaéupoBaHusa Ux cTeHOK. MexaHnam ee paasuTus o6YCroe:
NieH TeMm, 4TO B 6pOHXax KpynHOro U cpegHero kannbpa uveer-
Csl MOLLHBbIA COEAVHUTENBHOTKAHHBIA Kapkac, yrnpyrocts KoTo-
pOro CHWXaeTcs 3a c4eT NepPBUYHOM «CnabocTu» cOenuHNTEN:
HoM TkaHW. Mopdhonoruyeckne U3MeHeHus MPUBOAAT K HapyLue-
HUIO (DYHKUMM MBILLEYHO-XPALLEBOro Kapkaca TpaxeotpoHxu-
anbHOro AepeBa U anbBeONSAPHON TKaHW, fgenas Ux MoBbILLIEeHH)
anacTndeckumun. B peaynsrate vero hopMupyroTcs Tpaxeobpot:
xomeranus, TpaxeobpoHxomansiums, 6pOHX09KTasnuu, a B pafe
cnyyvaee, ¢ o6pa3oBaHUMEM WAMOMNATUHECKOTO CMOHTAHHOM
nHeBMoOTOpakca.

VY petel ¢ aucnnasuel COeaAMHUTENBHOW TKaHW OYeHb 4acTo
BbIABNAETCA XpOHUYecKas 6poHxonerodHas naronorus [23, 42,
44, 55, 56]. Tak, Mo HALWWM JaHHLIM, 3TOT CUHAPOM MpY GPOHXK-
anbHOW acTMe oTMedaeTCa B 66,7% CNy4aeBs, YTO 3HAYUTENbHO
npesbiwaeT NonynaynoHHblie (9,8-34,3%) n NogTBepXaaeT en
porb B paseutnmn 6poHxoo6eTpykumm [15, 21, 44].

N3 KNuHW4eCknx 0COB6eHHOCTer Te4eHNs BpoHXManbLHOM acT-
Mbl Y 3TOrO KOHTUHIreHTa AeTer OTMEYaloTCA: BereTaTmeHas ok
packa npucTyna; npu nerkon 6PoOHXManbHON acTMe — «Hemoi
BapuaHT 6poHXocnasmMa, npu CpegHeTAXeNnon 1 TSHXKENomn — Bbl
COKWIA yAenbHbI BEC aHoManuii 6poHXManbHOro fepesa; oc-
NOXHEHWA B BUOE CMNOHTAHHOIO MHEBMOTOPAKCA M MOJKOXHO
3MPU3eMbl; HeafeKBaTHO MasbIi OTBET Ha BPOHXOCNA3MONUTH-
YecKue npenaparbl; MPenMyLLECTBEHHO MPOKCUMAbHbIA Xapak-
Tep 6POHX006CTPYKTUBHbBIX HApyLLeHW [44, 57].

XKenyao4yHO-KMILEYHbIA TPAKT, Kak oguH 13 Haubonee 6o-
raTbix KOnfareHoM OpraHoB, MpW QUCNNas’un coepuHUTESNbHOA
TKaHW HEM36EXHO BOBNEKAETCA B NATONOMMYECKMIA NPOLECC, YTo
NPOABASAETCHA MUKDOOMBEPTUKYNE3OM KULLIEYHWUKA, HapyLUeHus-
MW 3KCKPeLMU NULLEeBapUTENbHbIX COKOB WM NEPUCTaNLTUKA no-
NbIX OpraHoB. AWCKMHESNA XeN4YHOro My3blps NO rMNOMOTOPHY-
My TUMy BLIABASIETCA NMPW nponance MWTPanbHOro KranaHa b
59,8%, Npu NOXHbIX xOpAax Nesoro xenygoyka — B 33,3% cny-
yaeB. Y 60nbHbIX ¢ NATONOrMen OpraHoB MULLEBAPEHWS W Npo-
nancom vawe, Yyem 6e€3 Hero, o6HapyXWBaeTcA HegmocTatos
HOCTb Kapaun (40,0-64,3%), rpbbku MULLIEBOOHOrO OTBEpCTH
AvadparMel (14,0-45,2%), aHOManuM pasBUTUST XXENYHOTO Ny
3bIpAa (20,0-52,7%), ponuxocurma (40,0-84,6%) [58, 59]. Nauw
€HTLI C Qucnnasunen cTpaparoT pasHoo6pasHbiMU U, Kak npasw
1O, XPOHUYeCKMMMK 3a60neBaHUsIMM, CYLLLECTBEHHOW MPUHUHOH
pasBuTUA KOTOPbIX ABAAETCA HapyLueHWe anuTenuansHo-CTpe-
MalibHbiX B3aVMOOTHOLLEHUIA NPU BOCNANEHWM, KOTOpbIe pery-
NNpyoTCa, B YaCTHOCTWU, CUCTEMOW MECTHOrO UMMYHMTETA. o
MHenuo T.H.JlebepeHko, noMuHupytowen dopmoi Helicobacter
pylori-accoumMmpoBaHHOIO racTpuTa y 3TOro KOHTUHreHTa 6ofb-
HbIX SIBNAETCA NAHracTput co crnabon unu ymepeHHow atpodu
el cnuancTor 060M04KM Tena xenygka. Y geter ¢ npuaHakam
AMCNNa3nu XPOHUYECKUIA racTpOgyOAeHUT WUMEET HeKOTOph!
KIIMHUYECKME OCOBEHHOCTU: HETUNNYHASA, CTEPTas KIIMHUYEecka
KapTuHa, CKIOHHOCTb K TOPMUAHOMY Teuenuio [44, 58, 60, 61].

Mo paHHBIM paaa aBTOpOB, CUHAPOM COEAUHUTENBHOTKAHHOI
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AUCNNAa3nN ¢ BbICOKOW 4acToToM (72%) BLISBNAETCH Y AETEN C
noYe4HOM NaToNoruen, B TOM YUCIe C OCTPLIMU U XPOHUHECKK-
MU dopMaMu nuenoHedbpuTa, rnomepynoHedpuTa, UHTEp-
cTUUManbHoOro Heppura. PakTopoM pucka pasBUTUS OCTPOro
nuenoHedpuTa MOryT CIYXWUTb aHOMAaNTMKU TKAHEBOW CTPYKTYpbI,
NPOABNAILLMECH CHUXEHUEM cofdepXaHWs OTAeNbHbiX BUOOB
KonnareHa unu HapyLleHUeMm Mx COOTHoLWeHuA. ECcTb gaHHbie o
reHepann3oBaHHON HEUMMYHHOW MembGpaHonaTuu, O6yCnoB-
NeHHON nporpeccupytoLed aereHepauven konnareHa ¢ rnpe-
UMYLLIECTBEHHBbIM BOBNEYEHUEM [NOMepynspHbIX 6asanbHbIX
mMembpaH. Y 60/bHbIX ¢ HePONTO30M WMEKTCH HapyLLEHUs
d)OpMMpOBaHMH 31aCTUHECKUX U KOoJlnareHoBbIx BONOKOH C BTO-
PULHBIMU AVCTPOMUHECKUMUA U3MEHEHUAMM NocNeRHuX. Mneno-
HEeMPUT y 3TUX NaLMeHTOB 4allle NPOTEKaeT CKPbLITO, Maso-
CUMNTOMHO, NPOABASETCH, KaK NPaBumo, NMULLb MOYEBbLIM CUH-
OPOMOM, XapaKTepuayeTcs ABYCTOPOHHOCTLIO MOpaXeHus U
mMeM6paHOOeCTPyKTUBHBIMU Npoueccamu [44, 62—64].

Femopparuyeckut cMHOPOM SBMAETCS OOHWM U3 NPOsiBIe-
HAN Me3eHXUManbHbIX OWUCNNasui W, cneaoBaTeNbHO, MOXEeT
paccMatpvBaTbCst B paMkKax CMHOpOMa Aucnnasvun CcoefuHu-
TENnbHOM TKarW. Tak, NP1 NPoance MUTPanbHOro Knanawa otHa-
PYXUBAIOTCS HapyLUEHUA B Pa3HbIX 3BEHbSX CUCTEMbI remocTa-
3a: arperalunoHHON OYHKLMN TPOMOOLMTOB, aKTUBHOCTU (PaKTo-
pa BunnebpaHga 1 kOHe4YHOM 3Tane CBepTbIBaHWA Kposu. C apy-
roi CTOPOHb!, Y NALMEHTOB € NPONancoM Hepeako BbIABAAIOTCA
MpU3HaKkK remMopparvM4yeckoro CUHOPoOMa: 4acTbie HOCOBbIE KO-
BOTeYeHun, nNeTexmasnbHO-NATHUCTbIE BbICbINaHUA HA KOXe, NOo-
BbILLEHHAA KPOBOTOYMBOCTL [eceH, ONUTENbHOE KPOBOTEYEHUe
npu nopesax [65, 66).

CoBpeMeHHble NUTEpaTypHble AaHHble CBUAETENLCTBYIOT O
TECHOW B3aUMOCBA3N MEXAY COCTOAHMEM MMMYHHON CUCTEMBI U
CYHOPOMOM COeaMHUTENBHOTKAHHOM aucnnasuu. Tak, [.U.Hevae-
Ba CYATAET, YTO CBOMCTBEHHbIE 3TOMY CUHOPOMY AUCTpoUyec-
KM€ U3MeHeHUs TUMONUMMOUOHOWA TKaHN BegyT K HapyLUeHWUIo
WMMYHOJIOTMYECKOM KOMNETEHTHOCTU oprannama [42]. Moka-
3aHO, YTO ANA 3TOro KOHTUHIEHTa fAeTeW XxapakTepHbl 6onbluoe
KONUYECTBO O4AaroB XPOHUMECKOR UHMEKUUK, YacTbie UHTEepKYp-
peHTHble 3a60neBaHus, NEPCUCTUPYIOLLIAA XaMUaMAHan UHAEK-
ums, TY6UMH(PULMPOBAHHOCTL, HOCUTENLCTBO BMPYCA reprieca, no-
POKW pa3suUTWs OpraHoB 1 3HAOKPWHHasA natonorust. MoxHo npeg-
nonarartb, YTO NaTeHTHOE, aTUNNYHOE TEeYEHNE XPOHUYECKUX 3a-
6onesBaHuA y 3TUX AeTeld MOXeT 6biTk CBA3aHO C M3BpAaLLEHUEM
UMMYHHOro oteBeTa. IMMyHHBLIN uc6anaHc OTMeYEeH Takxe y fe-
Teil ¢ HapyLeHUs MU puTMa 1 NPOBOAMMOCTH, UMEIOLLIMX NPU3Ha-
KW AUcCnnasum coeaunuTensHon Tkanum [1, 19, 26, 42].

B 3aknoyeHne Heo6xogUMO OTMETUTB, HTO B3aMMOCBA3b Me-
XAY BHELWHUMK (DEHOTUNUYECKUMU NPU3HAKaMU COedUHUTENb-
HO-TKaHHOW AMCNNasnnu U 0CO6EHHOCTAMU MOPMONOrnn N OyHK-
LIMM BHYTPEHHUX OPraHoB M3y4eHa HegoctaToyHo. OcTaeTtcs He-
SICHBbIM BOMPOC O 4acTOTe U KAMHUYECKON 3HAa4YMMOCTW OTAENb-
HbIX ManbiX aHOManui pasBuUTUSA, a TaKxe O COMeTaHUU BHeLl-
HWUX NPOSIBNEHNA AMCMNACTUHECKOrO CUHAPOMA C XapakKTepoM U
CTENEHLIO BOBNCHEHHOCTI USHTRANLHOW W BereTaTueHoOR Hepe-
HOWM CUCTEM W BHYTPEHHUX OPFaHOB B CUCTEMAHYIO MaTONOrnio co-
eAMHUTENBHON TKaHW. OCTaeTcs CNOPHLIM BOMPOC O KMHU-
YecKol (hOpPMe NPOABNEHUIA NOPaXeHWs CO CTOPOHbI BHYTPEH-
HWUX OpraHoB. Vcxoaa M3 M3NOXEHHOrO Bbile, NpeacTaeifercs
HEOBXOAUMBIM AanbHellee U3yHeHUe ponv aucniasumm coegu-
HUTENBbHOA TKaHW B (hOpMMPOBaHUM W pas3BUTUM 3abonesaHui

BHYTPEHHUX OPraHoB C LiENbIO PaHHEN ee AUArHOCTUKU, KIUHU-
YeCKOW OLEHKU, NPOoMUNaKTUKKU U NleHeHUs CBA3aHHBLIX C Helo 3a-
6oneBaHun.
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