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Coedunumenvhas mxans (textus connectivus) — 23mo pas3eusaowdsi-
€5 U3 Me3eHXUMblL MKAHb ICUBOMHO20 OP2AHUZMA, 8bINOHAIOWAS ONOPHYIO,
mpoguyeckyio, 3aWuUmnyIo u penapamuenyio QYHKyuio

CTpYKTYpHYIO LEIOCTHOCTb COEAUHUTENIBHONW TKAaHU MOAAEPKUBAIOT
KOJIJIAT€HBI, KOTOPBIE SIBIISIFOTCS TPE00JIaIaloIiiM KOMIIOHEHTOM 9KCTpaKJIe-
TOYHOTO (BHEKJICTOYHOTO BEIECTBA) MaTPUKCa KOXKH, CyXOXKHIIUH, KOCTHOM,
XpSILIEBOM TKaHU, CTPOMBI BCEX IMapeHXMMATO3HBIX OPraHoB, Oa3albHBIX
MeMOpaH, CTEHOK KPOBEHOCHBIX COCY/IOB M KHMIIEYHHUKA.

brocunTes komtareHa ocymectisieTcs B pudpobdiacTax u KJIeTKax He-
HCUYEPUYEHHON MBIIIEYHON TKAHU B COOTBETCTBUM C I€HETUYECKHM KOIOM.
Wndopmanus, nepenaBaemas uepe3 MPHK, peamusyercss B pubocomax B
BH/JIE MOJMIMENTHIHBIX LENel, KOTOphIEe 3aTeM YK€ BHEKJIETOUHO IpeTepIe-
BAIOT PsiJ] MMPEBPALICHUH, BEIYIINX K 00pa30BaHHIO 3PEJIOr0 HEPaCTBOPHMO-
r'O KOJIJIareHa.

[TonuMeps! CHHTE3UPYIOTCS B BUAE MPEILIECTBEHHUKOB, KOTOPBIE IIOCIE
BBIXOZIa B MEKKJIETOUHOE BEILECTBO MOABEPratOTCs «CO3pEeBaHMIO». BakHO
OTMETHTBD, YTO MOJUMEPbI MaTpUKCca ()yHKIMOHAIBHO aKTHBHBI TOJIBKO B TOM
cllydae, €CM OHU MPOLUIN BeCch MyTh co3peBaHus. Hapymenue storo mpo-
Lecca, HanpuMmep OTLIENIEHNUEe OT KoJIareHa MEeNTHIHBIX Y4aCTKOB, BEET K
TOMY, 4TO HE TPOUCXOIUT (POpMHUpOBaHUs (GPUOPHILI, U TKaHH, B HOPME CO-
JepaKalie KoaIareH, TepsoT IPOYHOCTb U YIPYTOCTb.

Hapymenus Metabonn3ma KoJulareHa UrparoT BaXKHYIO pOJIb B BO3HHK-
HOBEHMH 00JIE3HEH COCMHUTEINEHON TKaHH.

PaccmoTpum 0oj1€3HM HapyIICHNS! OCHOBHBIX ATAINIOB CHHTE3a KoJllare-
Ha BCTPEUAIOIIUECS Y )KUBOTHBIX.
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Cunapom Dnepca-annoca (CO/I) - 310 TpyIna HACICACTBEHHBIX CH-
CTEMHBIX 3a00JIeBaHUH COCAMHUTEIBEHON TKAHW, BBI3BAHHBIX JE(PEKTOM B
CHHTe3¢ KoJUlareHa. B 3aBHCHMMOCTH OT OTHENbHOM MyTalMH, cepbE3HOCTh
CHHJIpOMa MOXXET M3MEHHUTHCS OT YMEPEHHOIO JI0 ONAaCHOTO JUIS SKU3HH.
CuHIpOM Ha3BaH B YECTh ABYX JIEPMATOJIOTOB, HICHTU(QHUIIUPOBABIINX €TO B
Havane XX Beka: Dasapaa Dnepca (1863—1937) u3z lauuu u ['enpu Anek-
cannpa [lannoca (1844—1912) uz dpannun.

Cunnpom Dnepca-Jlannoca (KoXHast acTEHHUSI, A€PMATOCHapaKkcuc) y
co0aK M KOIIEK NPeJCTaBIsIeT cOO0H TeTepOreHHY0 I'PYIITy HACIIEACTBEH-
HBIX COCMHUTEIBHO-TKAHHBIX 3a00JIEBaHN, OOINMH KIMHUYECKUMHU TIPH-
3HAaKaMH KOTOPBIX SIBIISIIOTCS TMIIEPMOOMIIBHOCTH CyCTaBOB, IOBBIIICHHAS
PacTSHDKUMOCTD KOXKH M XPYIKOCTh TKaHEH. DT M3MEHEHHs CBSI3aHBI C pa3-
JIMYHBIMHA 1e(DEKTaMU psijia KOJUIAreHOBBIX OEITKOB, BCIIEACTBHE KOTOPBIX M3-
MEHSIIOTCSI OTIOPHO-MEXaHWYECKHE CBOWCTBA COCTMHUTEIBHON TKAHH.

Paznnunble hOpMBI 3TOTO CHHAPOMA, C PA3TMYHBIMU KIMHUYECKUMH,
TeHETHYECKUMH ¥ OMOXMMHYECKHMHU N3MEHEHHSIMH, BBISIBICHBI Y CO0AK, KO-
1IIeK, YeJ0BeKa, KOpoB U oBell. Bee atn hopMbl mMeroT oOmmuit 6a3uc — oHn
COMNPOBOXK/AIOTCSL CIIA0OCTBIO COCAMHUTENILHON TKaHH, BCIIEACTBHE Hapy-
HIeHust OMOCHHTE3a WM TOsIBJIeHHeM Moaudukanmii komnarena. OcHOBHON
¢dopmoii cunapoma Dnepca - JlaHmoca y cobak sBIsSIeTCs HACIIEACTBEHHBIN
JOMHMHAHTHBII 1e(EeKT CTPOCHUS KOJUIareHa, XapakTepu3yIoIuics: (hokab-
HBIMH WIN UG QY3HBIMUA 30HAMH BBIPAXKEHHO J1€30PTraHN30BaHHBIX BOJIOKOH
C OOJBIIUM KOJMYECTBOM HEHOPMaJbHO Oombmnx ¢(uodpumi. IIpodnoctsh
Ha pa3pblB NOPAKEHHOH KOXXH COCTaBIsAET 4% OT NPOYHOCTH HOPMAaJIbHOU
KOXH. Y KOLIEK UMEIOTCs /iBe (POPMBI CHHAPOMA: JIOMUHAHTHAs (popma, cxo-
xas ¢ e)eKTOM CTPOCHHUS KoJUlareHa y codak M peneccuBHas (opma, xa-
paxrepusyromasicst nepunntom Gepmenrta N- mpokouIareH MenTuaasbl, 4YTo
MIPUBOAUT K TOMY, YTO KOJUIAr€H HAXOAWUTCS B OpPME M3BUTHIX JICHT BMECTO
LHWITUHIPUYECKUX (UOPUILT U BOJIOKOH.

Jlatnpusm — 3aboneBanne, KOTOPOE BO3HUKACT y KMBOTHBIX (JIOIIaaei,
CBHMHEH, yTOK) IIPH CKapMJIMBaHWM MM pacTeHus 4uHbl aymuctoi (Latirus
odoratum), a Tak)Ke NMpU BBEJCHUH HEKOTOPBIX CHHTETHYECKUX BEIIECTB —
JIATUPOTEHOB (0C-aMHHOIIPOIMOHNTPHII, ceMUuKapOasna, JI-neHnIuuIaMus).
[posiBisiercst 3a0o01eBaHre B BUJIC TIOPKECHUH COCIMHUTENILHON TKaHH, Ha-
pYLICHHEM pocTa KOCTEeH M XPSIEBOH TKaHU. | pyHas KJIeTKa TaKUX )KUBOT-
HBIX e(hOpMUpPOBaHa, TTO3BOHOYHBINA CTOJNIO MCKPHBICH, MEKIO3BOHKOBBIC
JIMCKU YIUIOIICHBI, CYCTaBbl «pa30onranby. COCyapl yTpaunBaroT 1acTHy-
HOCTB, 00pasyrorcsi aneBpu3Mbl. [Iponudepanus GpudbpodaacToB npu 3TOM
TOBBINIIEHA, HO NPOAYLHPYEMBIH UMM KOJUIATCH XapaKTepU3yeTcsl Herpa-
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BIJIBHBIM, HEYINOPSI0YCHHBIM pacnosioxkeHueM. UTo kacaeTcs MexaHu3Ma
JICWCTBHS JIATUPOTCHOB, TO, TO-BUANMOMY, OH 3aKJIIOYAaeTCsl B CBA3bIBAHUN
JIaTUpOreHaMy KapOOHMIIBHBIX TPYII aMUHOKHUCIIOT (JIM3KMHA) U OJIOKMpOBa-
HUM CBSI3U MEXKAYy HUMH M aMHHHOW TI'PYIIOH JIM3MHA COCEAHEH OC-LIeTH.
3TO0 yMEHbIAET BHYTPUMOJICKYJISIPHBIC MONIEPEYHbIEC CBSI3H, CTOJb BAKHBIC
JUISl yCTOWYMBOCTH KOJUIareHa K JISHCTBHIO (DepPMEHTOB M IPYTUX TTOBPEXIa-
romux (akropos (konebanust pH, Temneparypsl, paguanus).

Taknum 00pa3om, coeIMHUTENbHAs TKaHb - 3TO CIOKHEHIIast CTPYKTYp-
Hasi 1 MHOTO(YHKIIMOHAJIbHAS CHCTEMA, KOTOpasi OObEUHACT B €IUHOE IIe-
JIO€ pa3iIMYHbIe OpraHbl U TKaHW opraHusma. [losTomy or MeTabonnuecknx
MIPOLIECCOB, TPOUCXOSIINX B COCIAMHHUTEILHOM TKAaHM, 3aBUCSAT CTAOMIIb-
HOCTB BCEr0 OpraHu3Ma.
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THE PATHOLOGY OF A CONNECTING TISSUE
Novikova K.O., Vlasova T.E., Bogdanova M.A.

Key words: collagen, FElersa-Danlos’s syndrome, lathyrism,
dermatosparaksis.

Disturbances of a metabolism of a collagen play an important role in
emergence of illnesses of a connecting tissue. lllnesses of disturbance of the
main stages of synthesis of a collagen - the Elersa-Danlos’s syndrome (EDS)
and a lathyrism.
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