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Onecckuii rocynapCTBEHHbIV
MeanLUNHCKUEA YyHuBepcuTeT

AOCNIAXEHHA

OCOBEHHOCTU METABOJIUSMA
HACJNTEACTBEHHDbIX

COEAVNHUTEJIbHOTKAHHbIX
ANCNNA3UNA

KniouyeBble cnoBa:
Me3eHxeMalsibHas Aucriiasus,
runepmMo6uIbHbIVi CUHAPOM,
meTtabonnam, bruoxmmmyeckme
MapKkepsbl.

Pestome. peacTaBieHbl pe3ynbTaTbl UCCAeA0BaHWsS MeTaboinama Mme-
3EHXUMbI FeHeTUYEeCKN AeTEePMUHUPOBAHHbIX Ancrnasvii. ¥ 47 60/1bHbIX
C runepmMobusibHbIM CUHAPOMOM U3y4asin PaBHOBECUE MEXAY CTPYKTYP-
HbIMU 3J71EMEHTaMM COEANHUTESIbHOV TKaHW (371aCTUH, KOJI1areH), ux gpep-
MeHTaMu v MHrMbuTopamm aTux pepMeHTOoB. YCTaHOBIEHO, YTO AaHHOe

paBHOBeCHEe HapyLLEHO 3a CHET 3Ha4YUTEJIbHOIO MOBbILLIEHWNS aKTUBHOCTY
crneunpu4HbIX Me3eHxeMaslbHbIX PepMeHTOB (KoJsilareHasa, ajacrasa)
10 OTHOLLIEHUIO K BOJIOKHUCTbIM CTPYKTYpaM (KosnareH) v yMepeHHbIM KOM-
rieHcaTopHbIM MOBbILLIEHUEeM UHIMOUTOPHOV akTUBHOCTH.

BBEOAEHUE

B npoBeageHHbIX Ha MPOTSAXEHUN TPEX NOCAEAHUX
LOEeCATUNEeTUN nccnenoBaHNAX UBMEHEHHOW coeanHN-
TesIbHOW TKaH 06HapYXeHO Hannymne pesko BblipaxeH-
HbIX HApYyLUEeHWH MeTabonmamMa He TOJNIbKO KosiareHo-
BbIX BOJIOKOH, HO 1 NPOTEOrNINKaHOB U HEKOareHo-
BbIX 6enkoB (Cnyukuin J1.1., 1969). HecmoTps Ha To,
4YTO UMEHHO peBMaTuyeckne 6oNe3HN OTHOCATCS K
Hanbornee ApPKNUM NPOSABIEHUSM NAaTONOrMM COeANHUN-
TesbHOl TKaHW, 6ONbLUAs YacTb U3 HUX (PEBMATOU -
HbIi apPTPUT, CUCTEMHAs CKIIEPOLAEPMUS, CUCTEMHAS
KpacHas BonyaHka, 4epMaToOMUO3UT 1 Ap.) XxapakTe-
puayeTcs TeM, YTO CoeaMHUTESIbHas TKaHb SBNSIETCS
TONIbKO TEM MECTOM, rae Bo3HuKaeT 60sbLUMHCTBO
MMMYHHBbIX 1 ayTOMMMYHHbIX HapyLleHui. Fopasno
6nuxe K nopaxeHnsasmMm cobCTBEHHO COeANHUTENBHOW
TKaHN HaxoAaTCs BpoXaeHHble aedekTbl MeTabonna-
Ma Me3eHXNMbl, U3Yy4eHHble OTHOCUTESIbHO HeIaBHO U
npeacTaBfieHHble B nUTepaType cuHapomamm Map-
daHa, Onepca — [laHnoca, MykononMcaxapugo3om
(Sykes B., Smith R., 1986).

HanmeHee nayyeHHbIM U3 3abosieBaHN OaHHOM
rpynnbl ABNSETCA rmnepmMobunbHbii cuHapom (FMC),
onuncaHHbi BnepBble J.A. Kirk B 1967 . n BBeAEHHbIN
B OTe4YecTBeHHylo pabouyto knaccudukauuo bones-
Hel CcycTaBOB, NMPUHATYIO BCeCOO3HbIM Hay4YHbIM
obuiectBoM peBmatonioros B 1985 r. 3abonesaHne
npeactaenseT coboin rmnepmMobunbHOCTb CyCTaBOB
B COYETAHUM C CYCTaBHbIMU U BHECYCTaBHbIMU MNpU-
3HakaMun Me3eHxeMasnbHoW aucnnasunm (3onoTtape-
Ba H.A., 1999). Kak 1 npu 60nbLLUMHCTBE HACeACTBEH-
HbIX 3aboneBaHnin cCoeagnHUTENbHON TKaHW, aTnona-
TOreHe3 HOBOW HO30J10rM4eckom GopMbl TOHYHO He
yCTaHOBJIEH, BMOXMMUS NATOSIOMMYECKN U3MEHEHHOMN
Me3eHXMMbl NMPaKTUYECKN HE N3YyYeHa.

Llenb nccnepoBaHnss — nayyeHne ocobeHHoCTeln
MeTabonmama coeaMHUTENbHOM TKaHW M COOTBETCTBY-
IOLLMX UM BUNOXMMUYECKNX MPOSBIIEHUIA.

OBbEKT UMETOAblI UCCJIEOOBAHUSA
Mop HabnoaeHem Haxoaunucb 47 6onbHbIx c TMC
passIMYHON CTENEHU TaXeCcTn (nerkas — 17 4enosek,

BblpaxxeHHas — 30 yenoBek). CTeneHb rmnepmMobusb-
HOCTU oueHuBanu no kputepuam P. Beighton n F. Ho-
ran (1969). CpegHuin Bo3pacT 60NbHbLIX COCTaBMUI
22,5+0,3 roga; My>4unH 6bino 27, xeHwmH — 20.

Y 60MbHbIX B CbIBOPOTKE KPOBU ONpenensnn cne-
ayolme nokasatenun: ypoBeHb CBOOGOAHOIO OKCU-
nponnHa, akTUBHOCTb KoJilareHasbl, asacTtassl,
HenTpanbHOW npoTeassbl, kaTencuHa [, nHrnbutop-
HYIO aKTUBHOCTb 1 YpOBEHb 00LLero 6eska. Bce Bbllle-
nepevYncrieHHble NokasaTtenu onpenensnn Takxe y
20 300pOBbIX YESIOBEK, COOTBETCTBYIOLWMX 6OSbHbIM
obcnenyemMoim rpynnsl 0O MOy U BO3PacTy.

PE3YJIbTATbl U UX OBCY)KAEHUE

B Tabnuue npencraenieHbl CBOAHbLIE AaHHbIEe paB-
HOBeCcUs NPOTEeOSINTUYECKOW N MHIMOUTOPHON cuc-
Temy 60nbHbIX ¢ TMC.

Ta6nuua
CpejHue noka3aTesi OKCHNPONIMHA, NPOTECNIUTHYECKOA N MHTUOGMTOPHOI
AKTMBHOCTM KpoBM Y 6onbHbIX ¢ TMC

Nokasatenb Pe3ynbrarsbl KoHTponb
MCCIeJ0BaHus

OKCUNPOAWH, MKr/mMn 1,70+0,03 1,50+0,10
KonnareHasa, HMOMb/C-MN 10,6+0,10" 8,05+0,36
anactasa, HMonb/c-MN 14,07+0,10" 6,35+0,78
HeliTpansHas npoTeasa, 6,71+0,76" 2,05+0,12
HMOL/C-MA

KatencuH [, HMonb/c-Mn 10,78+0,75" 8,65+0,75
WHrnéuTopHag akTMBHOCTb, MI/MN 1,79+0,08 1,69+0,13
06Lwwmir 6enok, r/n 62,68+1,60 66,51+66,51

*[loCTOBEPHO MO CPABHEHWIO C KOHTPOJIEM.

OKCMNPONVH, Kak N3BECTHO, — AOCTOBEPHbIN MO-
Kasartesnb MeTabonmama n 4eCTPyKUUM KOareHoBbIX
BONIOKOH (MaHdunos t0.A., Ocagyyk M.A., 1979). Ok-
CUNPONINH (TMAPOKCUMNPOSINH) ABASETCHA NMPON3BOA-
HbIM NponunHa. I3BeCTHO TakXe, YTO reHeTUYECKN
obycnoBfeHHOE HapylleHne obMeHa NpoJsinHa U OK-
CUMPOJINHA ABNSFETCHA MPUYNHOWN HACNEeACTBEHHbIX
6onesHel, NPOABNSAIOLLMXCS MOPaXeHNEM coeaun-
HUTEsIbHOWM TKaHW. o HalWMM AaHHbIM, OKCUMPOSINH
B nNylaame KpoBu y 6onbHbiXx ¢ TMC cocTaBnsan
1,70%0,03 MKr/mMs, 4TO CBUAETENLCTBYET 06 yMEpeH-
HOM €ro MOBLILUEHUM MO CPABHEHMIO C KOHTPOJIEM
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(p>0,05).
| 53 |

Ne 3 (13) « 2003



KNIHIYHT OOCNIAXEHHS FEeee

KonnareHaza — depmMeHT, obnagatowmii crneundu-
YECKM Y3KOW HarnpaBIEHHOCTbLIO Ha pacLLUErIeEHVE Kosa-
reHa. Y 6osbHbIX 06cieqyemMor rpynnbl akTMBHOCTb KOJ-
nareHasbl Obis1a CTaTUCTUYECKU [OCTOBEPHO MOBbILLEHA
(p<0,05). Takxe craTncTnyeckmn noctoBepHo (p<0,05) y
6onbHbIX ¢ TMC 6bin1 NOBbLILWEH YPOBEHb 3nacTasbl
(14,07£0,10 HMonb/c-Mn; B KOHTpone — 6,35+0,78
HMoJb/c-Mn). Bonee yem B 3 paza (6,71+0,76 npoTtus
2,05+0,12 HMosb/C-M11) ObI NOBBLILLIEH YPOBEHb HENTPaSIb-
Hom npoTteasbl (p<0,05). NepeyncneHHble nokasarenu
CBUAOETENLCTBYIOT O MOBbLILLEHUN OBLLIEN MPOTEONTUYEC-
KOIA aKTVBHOCTU B Myia3me KpoBu Y 605bHbIX ¢ TMC.

M3 paHHbIX Tabnuubl cnepyeT, YTo MHIMOUTopHas ak-
TMBHOCTb MO OTHOLLIEHMIO K NMpoTeasam bbinia NoBbILLeHa
(p>0,05), xoTa HEOBXOAMMO NOAHEPKHYTb, YTO CTENeHb
MOBbILLIEHNSI HENTPAJIbHBIX MPOTEA3 3HAYUTESILHO MPEBOC-
XOAMNA CTeMNeHb NMOBbILLEHNS MHTMOUTOPHOM aKTUBHOCTW.

YCTaHOBNEHO TakXe CTaTUCTUYECKN O0CTOBEpP-
Hoe (p<0,05) noBbiWeHNe YypOBHA KaTencuHa [
(10,78%0,88 Hmonb/c/mi; B koHTpone — 8,65+0,76 HMosb/
C'MJ1), C KOTOPOro Ha4YMHAETCs BHYTPUKIIETOUHbIN pac-
nan 6enkos.

BbIBOAObI

[MonyyeHHble pe3ynbTaThl 4aOT OCHOBAHME YTBEPX-
OaTb, YTO OOHUM U3 MEXaHN3MoB GOPMUPOBAHUS CO-
€ANHUTENTbHOTKAHHbIX ANCIIa3UNM ABMISETCA HApyLLeHne
paBHOBECUSA MEXAY KOolareHoM 1 31aCTUHOM, UX dep-
MeHTaMM1 U UHIMbUTopamMmm aTUX GepMeHTOB. BosbLLIMH-
CTBO UCCeayeMbIxX nokasaTesien HOCU1o OgHOoHanpas-
JIEHHbIN XapaKTep — YMeHbLIAN0Cb KOINYECTBO benka
1 HECKOJIbKO YBENNYMBAIOCh KOJIMYECTBO AEPMBATOB
KosnareHa, noBblLanack akTUBHOCTb GEPMEHTOB CyMe-
PEHHbIM KOMMEHCaTOPHbIM NOBbLILLEHNEM UHIMBUTOP-
HOM aKTUBHOCTU. Bce 9TO CBMAETENBCTBOBASIO O pac-
nage v AMCTPoPUYEeCKmX U3MeHeHNaX 6eNKoBbIX KOM-
MOHEHTOB COEAVNHUTENIbHOW TKaHW.
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OCOBJINBOCTIMETABOJ1I3MY
CMNAAKOBUX CMOJTYYHOTKAHUHHUX
OUCIMJIA3IN

H.A. 3onorapboBa

Pe3lome. HaBeseHo pe3ynibTaTtvl 4OC/AXEHb ME-
Tabos1iaMy Me3eHXiMy reHeTU4YHO AeTepMiHoBa-
HUX CrOJIYYHOTKaHWUHHUX Aucraasiv. Y 47 xsopux
i3 rinepmMobinIbHUM CUHAPOMOM BYIBYaJIV PIBHOBA-
ry MK CTPYKTYPHUMY e/IeMeHTaMU CrioJ1y4yHoI TKa-
HWHW (enacTuH, KosareH), ix pepmeHTamu Ta
iHriGiTOPpamu LMx pepMeHTIB. YCTaHOBEHO, LLO Lis
piBHOBara riopyliueHa 3a paxyHok 3Ha4Horo rniaBu-
LLUeHHS1 aKTUBHOCTI crieyn@diqHUX Me3eHXIMasibHUX
pepmMeHTIB (KonareHasa, eslactasa) Lo40 BOJIOK-
HUCTUX criosiyk (KonareH) 3 noMipHUM KOMrieHca-
TOPHYM MiABULLEHHSIM IHr6ITOPHOI aKTUBHOCTI.

Knio4yoBi cnoBa: me3seHxiMasibHa Avcnniagis, rinepmo-
BinbHUIA cMHOPOM, MeTaboniam, BioxiMidHI MapKepu.

METABOLISM PECULIARITIES
OF HEREDITARY CONJACTIVE TISSUE
DYSPLASIAS

N.A. Zolotaryova

Summary. /n this work the results of investiga-
tion of genetically determined conjunctive tissue
displaces are presented.The balance between
the elements of conjunctive tissue (elastin, col-
lagen), their enzymes and those enzymes inhibi-
tors were studied among 47 patients with hyper-
mobile syndrome. It is determined that present
balance is violated because of specific mezen-
hyme enzymes (collagenase, elastase) activity
considerable extant on relation to fibrous struc-
tures (collagen) and moderate compensatory ex-
tent of inhibitors activity.

Key words: mezenhume displasia, hypermobile
syndrome, metabolizm, biochemical markers.
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