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JINCILJIA3ZHAS COEJUHUTEJIBHON TKAHU KAK ®AKTOP
P®OPMHUPOBAHMA ITATOJIOI'MA PAJINYHBIX CUCTEM U OPT’TAHOB
OPI'AHM3MA.

Aooykaoupoea Hapauza bamuipoexosna
Camapranockuii 20cyoapcmeenHblil MeOuyuHckutl ynueepcumem, Camapraro,
Pecnybnuxa Y36exucman.

AHHOTAIIUA

B nurepatypHoM 0030pe npeacTaBiIeHbl AUCIIA3UU COEIUHUTEIBHON TKAaHU U
pojib  ATOM MATOJOTMM B IATOreHe3e 3a00JIeBaHUM  CEpIAECYHO-COCYAUCTOM,
NBIXaTeIbHOW, HWMMYHHOW M  JIpPYyTHX CHCTEM oOpraHusma. PaccMoTpeHsl
ATUOJIOTHYECKHME U MOP(OJIOTUYECKUE aCMEKThl Pa3BUTHS 3TOW MATOJIOTHH,
Klaccupukanusa, a TakXke KIMHUYECKHE OCOOEHHOCTH TEYEHHS HEKOTOPBIX
3a0oJieBaHN# Ha (hOHE TUCIUIA3UN COCAUHUTEILHON TKaHU.

KuroueBble cjioBa: coelMHUTENbHAS TKaHb, OPOHXHUAJIbHAS acTMa, AUCILIa3Us
COCIMHUTEIBHON TKaHU, MaJlble aHOMAJIMM pa3BUTHS, HAPYLICHUE PUTMa CEpALA,
MHTEPCTULIUAIBHBIN HEPPUT.

THE ROLE OF CONNECTIVE TISSUE DYSPLASIA IN THE
DEVELOPMENT OF PATHOLOGY IN CHILDREN

ABSTRACT

The literature review presents connective tissue dysplasia and the role of this
pathology 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, and also clinical features of the course of some
diseases against the background of connective tissue dysplasia are considered.

Keywords: connective tissue, bronchial asthma, connective tissue dysplasia,
small developmental abnormalities, cardiac arrhythmias, interstitial nephritis.

CoenuHuTeNbHASI TKAHB 10 CBOEH 3HAYMMOCTH B OpraHU3ME 3aHUMAeT 0co0oe
mecto. CocraBisis okono 50% Bcelt Macchl Tena, OHa O0pa3yeT OMOPHBIM KapKac
(ckeneT) W HapyXHBIE TOKPOBHI (KOXKY); (OpPMHpPYET C KpOBBIO H JuUM)OI
BHYTPEHHIOIO Cpely OpraHu3Ma; Y4YacTBYeT B PETyJSIHH METabOIMYeCKUx u
TPOPHUUECKUX MPOLIECCOB; B3aUMOJICUCTBYS C CUCTEMaMH (DaroruTapHOi 1 UMMYHHOM
¥ OMOJIOTMYECKN aKTHUBHBIX BEIECTB; UTPAET POJb B OOECICUEHWH WMMYHHOTO U
CTPYKTYpHOTO TOMEOCTa3a.

Krerounbie 371eMEHTHI COeTUHUTETHFHOM TKAHU TIPEACTABICHBI (UOpoOIacTaMu
M WX PaA3HOBHUIHOCTSIMHU (OCTeoOJacTamMH, XOHIPOIUTAMH, OJOHTOOIACTaAMH,
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Keparobmactamu), Makpodaramu (THCTHOIIMTAMHU) ¥  TYYHBIMH  KJIETKaMH
(mabporutamu). B dyHkiuu  ¢uOpoOsacToB  BXOAAT: NPOAYKIHS OEIKOBO-
YTIEBOAHBIX KOMIUIEKCOB OCHOBOT'O BEIIECTBA (MIPOTEOTITMKAHOB U TJIMKOIIPOTEUHOB);
00pa3oBaHME KOJJIAr€HOBBIX, PETUKYJIMHOBBIX M 3JIACTUHOBBIX BOJIOKOH; PEryJsius
MeTaboJiu3Ma U CTPYKTYPHOM CTAOMIIBHOCTH 3THX 3JIEMEHTOB, B TOM YHCIIE HX
KaTaboMu3Ma; OpraHMu3alisl CBOETO «MHKPOOKPYXEHHS» U  JMUTEIHAIBHO-
ME3EHXHMAJIBHOT'O B3aMMOJIEUCTBHS. B KOMILIEKCE ¢ BOJIOKHUCTHIMU KOMIIOHEHTAMHU
(Gbubpo6IaCTHI OTPEIEISAIOT APXUTCKTOHUKY COSAMHUTEIIPHON TKAHH.

OKCTpaleJUTIONSPHBIA ~ MAaTPUKC TMPEJCTABICH BOJOKHAMU 3-X  THIIOB:
KOJUJIAr€HOBBIMH, PETUKYJISIPHBIMU W 3JACTUHOBBIMH, SBIISIIONIUMHUCS OCHOBHBIMU
CTPYKTYPHBIMH COEJIMHHUTEIIbHON TKaHU, KaK BOJIOKHUCTOM, TaK U CO CHEIHMaTIbHBIMU
cBOMCTBaMHU. BONOKHUCTas COeAMHUTENbHAS TKaHb 110 CTETIEHH Pa3BUTHSI BOJIOKOH B
MEXKKJIETOYHOM MPOCTPAHCTBE MOXKET OBITh PHIXJION WITU INTIOTHOM, O(DOPMIIEHHOW UIIH
HeT. [Ipu 3ToM peixinas, Heo(hOpMIIEHHAs] COEIMHUTENbHA TKaHb 00pa3yeT CTPOMY
BCEX OpPraHoB U CHUCTEM, a IUIOTHAas O(QOpMIIEHHAs BOJOKHHUCTasA, 00Jaaaroas
3HAUYUTETFHON MPOYHOCTBHIO, COCTABIISICT CBS3KU, CYXOXWJMS, (aciuu OpraHoB,
¢bubpo3nsie MemOpanbl. B oOpa3zoBaHuu KOXM (I€pMbI), HAJKOCTHHUIIBI U
HAJXPAIIHUIBI YYaCTBYET IJIOTHAs HEO(GOPMIICHHAs COCIUHUTEIbHAS TKaHb, TAKXKE
OTJIMYAIOIIACS MPOYHOCThI0. COeAMHUTENBbHASI TKaHb CO CHEIUAIbHBIMA CBOMCTBAMU
MOXET OBIThb CIU3UCTOM, >KUPOBOM U PETUKYJISPHOM U COCTABISIET OCHOBY
CUHOBHUAJBHBIX U CIHM3UCTBIX 0O0OJOYEK, NEHTWMHA, 3MAaJH, MYyJbIbl 3y0OB, CKIEp,
CTEKJIOBUAHOTO Teya, 0a3aJbHON MEeMOpaHbl COCYJIOB W JIUTEIH, CHUCTEMbI
HEUPOTJINH.

AuddepeHurpoBannbie AMCIIA3UM COCAMHMTEIbHOMN TKaHU
XapaKTEepU3yIOTCA ONPEACICHHbIM TUIIOM HACJIEIOBaHUS, OTYETIMBO OYEPUECHHOM
KIIMHUYECKOW KapTUHOM, a B pAOE CIy4aeB — YCTAHOBJIEHHBIMU M XOPOIIO
M3YyYCHHBIMU TEHHBIMU WIM Ouoxumudeckumu nedexramu. Haunbonee TunmyHbie
MpEACTaBUTENM  ATOM  Ipynmbl-cuHApoMbl  Mapdana wu  Dnepca-llaninoca,
HECOBEPILECHHBIA OCTEOT€HE3, CHUHAPOM BSJIOM KOXHM WU Ap. 1lo maHHBIM pa3HBIX
aBTOPOB, TOMYJSAIMOHHAS 4YacToTa cuHapoma Mapdana cocrasmser ot 1,72-4 Ha
100000 mo 1 ma 15000 pomumBmMXcs; YacToTa cuHApoMma Oiepca Jlanmoca
kose6ercs ot 1 Ha 100 000 [9] no 1 Ha 5000 HOBOPOK/ICHHBIX.

CreneHb BBIPAKEHHOCTH TEHETUYECKH JIETEPMUHUPOBAHHBIX JC(PEKTOB
OHTOT'€HE3a 3aBHCUT OT IMEHETPAHTHOCTH U S3KCIPECCHUBHOCTH COOTBETCTBYIOIIMX
T'C€HOB, a BPOXKJICHHBIX HAPYIICHUN — OT CHJIbI U CPOKOB MYTareéHHOT'O BO3JICHCTBUSI.
[ToaTOMY JIOKaNMU3aIMs TUCTUIACTUYECKUX U3MEHEHUN COEIMHUTENbHON TKAaHU MOKET
OBITH OTpaHWYCHA KaK OJTHOM CHCTEMOM, TaK W COYETaTh 3HAUMTEIHHOE UX Yuciio. B
CBSI3U C 3TUM BBIICIAIOT CIEAYIONINE BAPUAHTHI JUCILIA3U:
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1)  wuctuaHO Manble ( Haimywe 3 W OoJjiee BHEIIHUX (PEHOTHITUYCCKHX
NPU3HAKOB W/WJTU MaJIbIX aHOMAJIMK pa3BUTHs 0€3 BUJIMMBIX U KIMHUYECKU 3HAYUMBIX
U3MEHEHUM COEIMHUTEIIBHOTKAHHOIO KapKaca BHYTPEHHUX OPraHoOB;

2)  W30JMpPOBAHHBIC, JOKAJTM30BAHHBIC B OJTHOM OpIaHE;

3)  COOCTBEHHO CHHIPOM COCTUHHUTEIHHOTKAHHOMN IUCIUIA3NU.

Buemrnue ¢peHoTunmueckue npu3Haky 3TOro CHHAPOMA MOKHO pa3ieiuTh Ha 3
TPYIIIIbL:

1)  KoHCTUTYIMOHAIBHBIE OCOOCHHOCTH — AaCTCHHYECKAas KOHCTUTYIUS C
npeo01aaHeM IPOJOJIbHBIX pa3MEPOB Tella HaJl MOMEPEUYHBIM U JIe(PUITUTOM MacChl
Tena.

2)  CoOCTBEHHO MPHU3HAKK CHHIPOMA — aHOMAJIMU Pa3BUTHSI JIUIICBOW YacTH
yeperna M CKeJeTa, OCEBOr0 CKeJeTa M KOHEYHOCTEH, BKItouYas KU(OCKOIHO3,
KWICBUJHYIO JedopMaliuio TpyaHOW KIETKH, BOPOHKOOOpazHyro AehopMaiuio
IPYAHOM KJIETKH, IUIOCKOCTONHE M APYrHe W3MEHEHHUsS CTON, T'MIepMOOMIBHOCTH
CyCTaBOB, TUIIEPPACTIKUMOCTb CyCTaBOB U T.]I.

3)  Mabie aHOMAJIUKM Pa3BHUTHSA, KOTOPbIC caMHu IO cebe, Kak MPaBHJIO, HE
MMEIOT KJIMHUYECKOTO 3HAYEHUS, @ BRICTYIAIOT B POJIM CTUTM JUCIMOPUOTEHE3A.

CUHAPOM  COeIMHUTEIbHOTKAHHON WCILUIA3UM  cepAna OO0bEeIUHSET
MHOTOYHUCJIEHHYIO TpYIIly aHOMajuil Kapkaca cepaua M 3acily>KMBaeT 0co00ro
BHUMaHUs BBHUAY €ro OOJBIION pacnpOCTPaHEHHOCTH, 3HAYMMOCTH KIMHHKO-
(YHKIMOHAJIBHBIX MPOSIBJIEHUH U TSHKECTH OCIIOKHEHHH. Pa3BuTue npeacraBieHuil 00
ATUX aHOMAJMSAX CTajJ0 BO3MOXHBIM Ojarofapsi BHEAPEHUIO B MPAKTUKY
HXO0KapAHOrpahuIecKkoro Uccae10BaHusl.

Hccnenoanyre npuirH HapyLIICHU T€MOIMHAMUKH TTO3BOJIUIIO BBISIBUTH CBA3b
C  KOHCTUTYIHMOHAIBHBIMH  OCOOEHHOCTSIMM  TMAallUeHTOB €  JUCIIa3uen
COCIMHUTENLHON TKaHMU, B YAaCTHOCTH, C BBIPAXKEHHOCTHIO nedopmaruii rpyaHon
KJIETKH, IO3BOHOYHUKA, TTOJIOKEHUEM OPTaHOB B I'PYJIHOM KIIETKE.

Breigensaror 3 BapuaHTa JUCIIIACTUYECKH U3MEHEHHOTO CepILa:

1)  AcrteHudveckuii BapuaHT (TopakoauadparmaibHOE CEpJle) CBOMCBCHEH
MalyMeHTaM C aCTeHHYECKUM THIOM W jaedopMaiel TpyaHOU KIeTKu | cTeneHu c
CUHPOM «IPSIMOM CIHHBD. THUMUYHBI HEOOJBIIHE pa3Mepbl MOJIOCTEH cepiia ¢
COXpaHEHHUEM MacChl MHUOKapJa HU3MEHEHUS OWOMEXaHWKH, MPOSBISIONINECS B
YCWJIEHUH CHCTOJIMYECKOTO COKpAIleHUS M YMEHBUIEHUS JIHACTOJIMYECKOIrO
pacciabieHus1, YTO COMPOBOXKIAECTCS CHUKEHUEM YAAPHOTro 00bEMA.

2)  KOHCTpUKTHBHBIM HaOMIOJAaeTCs y TMAIlMEHTOB C  BBIPAKCHHOU
nedopmaniel TpyaHOW KIETKM W M03BOHOYHHMKA. Cepnale MO0 YMEHBIICHO U
C/IaBJICHO, JINOO POTHPOBAHO C MEPEKPYUYMBAHUEM OCHOBHBIX COCYIHUCTBIX CTBOJIOB.
CoxkparurenbHast GyHKIMS MHOKap/ia CHUKEHA, 0COOCHHO MPaBOTO KEIIyA0UKa.

@ http://web-journal.ru/ [ 40 ] 23-son_4-to’plam_lyun -2024


http://web-journal.ru/

e - . . . . ) ISSN: 3030-3621
Ta'lim innovatsiyasi va integratsiyasi

3) IlceBmoamacToiMYecKUii BapUaHT HMMEET MECTO Y TMAalMeHTOB C
BBIPpQKEHHON KUJICBUIHOW nedopManrel rpyJIHOW KIETKH WM JujiaTalluel KOpHS
AOPTBHL.

['eHeTHUECKN NEeTEpMUHHPOBAHHAS HEAOCTATOYHOCTh COEAUHUTEIBLHON TKaHU
MOXET COMPOBOXKAATHCA AUCPYHKIMEH OPOHXOJEroYHOM CHUCTEMbI, OJHUM U3
MPOSIBICHUM KOTOpPOHM SIBIISIETCS TPaxeoOpOHXHANIbHAS NHCKUHE3US — CY)XEHUE
MPOCBETa Tpaxew W OPOHXOB BO BPEMS BBIIOXA BCIEACTBHE MPOTAOMPOBAHUS HX
CTCHOK. MeXaHu3M €€ pa3BUTHS OOYCIOBJIEH TeM, 4TO B OpOHXax KPYMHOTO U
CpEeIHEer0 KalnOpa MMEETCs MOIIHBIM COeIMHUTENbHOTKAHHBIN KapKac, yIpyrocTb
KOTOPOTO CHIJKAETCA 3a CYET IMEPBUYHON «CIa0OCTH» COEIUHUTEIBLHOM TKaHU.
Mopdonoruueckne H3MEHEHHS MPUBOAAT K HapyUIEeHUI0 (GYHKIHUA MBIIIECYHO-
XpSIIEBOIO KapKaca TpaxeoOpOHXUAILHOTO JIepeBa W aJIbBEOJSIPHOM TKaHU U
aJbBEOJISIPHON TKaHU, Jiejiash UX MOBBIIMICHHO 3JacTUYECKUMU. B pe3ynbraTte uero
dhopMuUpyIOTCS TpaxeoOpOHXOMETalus, TPaxeoOpoHXOMasIUsl, OpPOHX0IKTa3uH, a B
psne caydaeB, ¢ 00pa30BaHUEM UIMOMATUYECKOTO CIIOHTAHHOTO THEBMOTOPAKCa.

Kesryno4HO-KMIIEYHBIH TPAKT, KaK OJJUH U3 HauboJee OOraThiX KOJIJIareHOB
OpraHoB, MpPH JUCIUIA3UU COCIUHUTENLHON TKaHU HEU30EKHO BOBJICKACTCS B
MaTOJOTUYECKUN MPOLECC, YTO MNPOSIBISETCA MHUKPOJIUBEPTHKYJIE30M KHUIIICYHHUKA,
HapyIICHUSIMH ASKCKPELUHM TMHUILIEBAPUTEIBHBIX COKOB M MEPUCTAIBTUKUA TOJIBIX
OopraHoB. JIMCKMHE3USI KETYHOTO MY3bIPs 10 TUIIOMOTOPHOMY THUITY BBISIBIISIETCSI TIPU
MPOJIAINICe MUTPAIIBHOTO KianaHa 59,8%, npu JOKHBIX XOpAax JIEBOTrO KEIy/109Ka — B
33,3% ciyuaeB. Y OOJBHBIX C MATOJOTHEN OPTAaHOB MUILIEBAPEHUS U MPOJIATICOM Yallle,
yemM 0e3 Hero, oOHapy>KHUBaeTCs HENOCTaTOYHOCTh Kapnauu (40-64,3%), TpbhKH
MUIIEBOAHOTO oTBepcTusi nuadparmsl (14,0-45,2%), aHoManuu pa3BUTUS JKEITIHOTO
my3bipst (20-52,7%), nomuxocurma (40-84,6%). TlaruenTsl ¢ AWCIUIa3UE CTpamarOT
Pa3HOOOpa3HBIMU UM, KaK MPABHUIIO, XPOHUYECKUMH 3a00JIEBAHUSIMH, CYIIECTBEHHOM
MPUYUHON Pa3BUTUSA KOTOPBIX SIBJISIETCS HAPYIIECHUE SMUTEIUATBHO-CTPOMAIBHBIX
B3aMMOOTHOIIICHUN TIPU BOCHAJIECHUU, KOTOPBIE PEryJUPYIOTCS, B YaCTHOCTH,
CUCTEMOW MECTHOro wuMMyHHUTeTa. [lo gaHHBIM psiga aBTOPOB, CHUHIAPOM
COCIMHUTEIIbHOTKAHHOM JAUCIUIa3UU C BHICOKOM 4acToToM (72%) BBISBISETCS y NE€TEH
C MOYeYHOM MATOJOrMeH, B TOM UYHCIE C OCTPBIMAU W XPOHHUYECKUMU
nuenoHeppuTa,riioMmepyoHehpuTa, HHTEPCTUIIMATIEHOTO HedpuTa.
I'emopparuyeckuii CMHAPOM SBISIETCA OJHUM W3 IPOSBICHUNA ME3CHXUMAJIbHBIX
JTUCIIIa3ui M, CJIENOBAaTEIbHO, MOXKET pacCMaTpUBaThCS B paMKaxX CHHIpOMaA
TUCIIJIa3UU COCAMHUTEILHON TKaHW. Tak, MpW Mpojarce MHUTPAIBHOTO KiarmaHa
OOHApyXKUBAIOTCSI HAPYIIEHUWS B  Pa3HbIX 3BEHBIX CHCTEMBI TIeMOCTa3a:
arperaruoHHod (QYHKIMH TPOMOOIIMTOB, aKTUBHOCTH (¢akTopa Buiuiebpanma wu
KOHEYHOM 3Tare CBEPThIBaHUA KpoBU. C APYyroil CTOPOHBI, y NALMEHTOB C MPOJIANICOM
HEPEJKO BBISBIAIOTCA MPU3HAKA T€MOPPArMYECKOr0 CHUHIPOMA: YacThle HOCOBBIE
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KPOBOTEUEHHSI, IETEXHATbHO-TIATHUCTBIE BBICHIIAHUS ,HAa KOKE, IOBBIIICHHAS
KPOBOTOYMBOCTb JIECEH, NJIUTEIBHOE KPOBOTEUEHUE MPU TIOPE3aX.

B 3axmroueHrne HEOOXOAMMO OTMETUTH, UYTO B3aUMOCBSI3b MEX]Y BHEIIHUMU
(EeHOTUNIMYECKUMU  TPU3HAKAMU  COCJUHUTEIBHOTKAHHOM  JAMCIJIA3UM U
ocobeHHOCTSIMU  Mopdonoru ¥ (QYHKIMKM BHYTPEHHHX OpPraHOB H3ydeHa
HegocTaToyHO. OcTaeTcss HESICHBIM BOIPOC O YacTOTE M KIMHUYECKOW 3HAYMMOCTH
OTJEJNBbHBIX MaJIbIX AHOMAJIHH Pa3BUTHUSA, a TAK)KE O COUYCTAHUH BHEITHUX MPOSBIICHUIN
JAUCIUIACTUYECKOTO CHHApPOMAa C XapaKTepoM U CTENEHBbIO BOBJICUECHHOCTHU
LIEHTPAJIbHOW U BEreTaTUBHON HEPBHOU CUCTEM U BHYTPEHHHUX OPIaHOB B CUCTEMHYIO
[ATOJIOTUIO COEIUHUTENbHOM TKaHW. OcCTaeTcs CIOPHBIM BOIIPOC O KIMHUYECKOU
dopMe TPOSBICHUN NOpPAX]EHUM CO CTOPOHBI BHYTPEHHMX OpraHoB. Mcxons u3
M3JI0’)KEHHOTO BBIIIE, TPECTABISIETCS HEOOXOAUMBIM JallbHEHIIee M3ydeHUE pPOJU
JAUCIUIA3UHA COCTUHUTENFHON TKaHW B (OPMHUPOBAHUU W PA3BUTHH 3a00JI€BaHUIA
BHYTPEHHUX OPTraHOB C IEJbI0 paHHEH ee MUArHOCTHKH, KIMHUYECKOW OIICHKH,
MPO(QHUIAKTUKY U JIE€UYECHHSI CBA3AHHBIX C HEW 3a00JI€BaHU.
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