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Pe3iome. Ob6cTtexeHo 110 xBopux Ha peBMaTn3amMm 3 PiBHUM CTYrneHem
BUPAXeHOCTI HeangepeHUirioBaHoI ancrnasaii criosly4Hoi TKaHUHW. Y BCix

rnavieHTIB BUSIBJIEHO MiABULLIEHHS KOHLIEHTpaLii eHAoTesniHy- 1y rnaa3miKposi.
BctaHoB/1eHO 3a51eXHICTb MK CTYreHeM TSXKOCTI HeangepeHuirioBaHo
Aaucnnasii crnosy4Hoi TKaHUHW Ta KOHLUEeHTpauien eHgoTesniny-1. Yum
TSXKYa Aucrnnasis CrioslydHOI TKAHUHW, TUM BULLNV PIBEHb eHAOoTesNiHy- 1
i, BiAMNOBIAHO, BULLINIA CTYriHb ANCOYHKLUIT €HAOTEI0 CYaANH.

BCTYN

Y HayKoBUX Npausx HasiBHI BiZOMOCTI NPO eHaoTei-
anbHy AMCHYHKLIO B OCIO i3 AMcnnasieto Crnosy4Hoi TKaHN-
HW. Mpu cucTeMHIn ancnnagii cCnosyyYHOi TKAHMHU HEPIOKO
BUSIBNSIIOTb BUPQXKEHY CTPYKTYPHY Ta QYHKLIOHAbHY HE-
MOBHOLHHICTb CyGeHA0TENiaNIbHOrO eKCTPaLENONSAPHO-
ro MaTpUKCy, WO NPU3BOANTbL A0 PO3BUTKY EHAOTENIasb-
Hoi ancdyHkUji (9koenes B.M. n coasT., 2002). Y xBopux
Ha apTepiasibHy MNEPTEHSI0 B MOEAHAHHI 3 ANCINA3IEID
CMOJY4YHOI TKAHMHW OjarHOCTYHOTb OinbLL BUPaXXeHi Mopy-
LIEHHsT QYHKLOHANbHOrO CTaHy eHA0TENi0, HiX Npu ap-
TepiasnbHir rinepTeHaii 6e3 gucnnasii Crnony4HOT TKaHNHN
(Hukonaes K.1O. v coaBrt., 2005).

Mpwn obCTeXEHHI 74 piTel 3 NnposiBamMu gucnna-
3il CNONY4YHOI TKAHMHW Y BUFASAI Pi3HUX GOPM MiKPO-
aHomarni po3BUTKy cepLd (Nposiancy MiTpanbHOro Ta
TPUKyCMiganbHOro KiarnaHis, MikCOMaTO3HOI AereHe-
pauii CTy/noK MiTpanbHOro KnanaHa, aHoMaslbHUX XOP4,
NiBOro WyHOYKa cepugs, igionaTtuyHOT gunartauii ne-
reHeBOi apTepii Ta KOPEHS aopPTHN, aHEBPMU3MIK CUHYCA
Banbcanbsi Ta MiXLLTYHOYKOBOI NEPETUHKW) BUABNE-
HO MiABULLEHHS PiBHS eHA0TEeNiHY-1 NOPIBHSAHO 3 KOHT-
ponbHoto rpynoto (CnHoeepcbka O.6., 2006).

91K BCTAHOB/EHO, BUPAXEHICTb CYOKIHIYHOro nepe-
6iry eHooTenianbHOT AMCHYHKLT NpY Pi3HMX KapaianbHUX
nposiBax AMCNAagii Cnosly4HOi TKAHNHM KOPESTIOE 3 PO3M0-
BCIOKEHICTIO AUCNNIACTUYHMX 3MiH. [11a3mMoBi Mapkepu
eHpoTenianbHOI ANCQYHKLI, L0 CBiAYaTb NPO NOPYLUEH-
HS1 perynsuii CcyanHHO-TPOMOOLIMTapHOI0 reMoCcTagy, Bu-
SBNIEHI Y BUNAAKaxX MHOXUHHNX MaJTX aHOManin cepus i
MiKCOMAaTO3Hili gereHepauii npoaadyoyoro MiTpanbHo-
ro knanana ($ikosnes B.M., Magknx H.H., 2005; aga-
knx H.H., 2006a). Y umx XBopux OiarHOCTYIOTb HanbiNbLL
BUPaXEHI BiAXWIIEHHS NOKa3HWKIB 0OMiHY CrOy4YHOI TKa-
HUHM (OanHeup HO.B., MaHdunosa E.A., 2005).

Mpwn obcTexenHi 120 naujeHTiB Bikom 18—-32 poku 3
exokapaiorpadiyHo BepudikoBaHMMU ManMn aHoMa-
nigMu cepus B pamkax HeaudepeHLuinoBaHoi aucnnagii
CMOJTYYHOI TKAHVHW BUSIBJIEHI 3MiHU LIUTOKIHOBOI O MPOdi-
N0y BUrnsgj niaBuLLEHHS piBHIB FGF-b (ocHOBHOMO gak-
Topa pocTy ¢ibpobnacTiB), iHTepnerikiHy (IJ1)-1B, 3HuK-
XeHHs BMiCTy pakTopa Hekpody nyxinH (PHM)-a B cu-

poBaTtLi KpoBi Ta iHTepdepoHy (IPH)-y. MakcrmansHo
BUPAXEHI 3MiHN BCTAHOBJIEHI Y Pa3i MHOXUHHUX Masinx
aHomarni cepusl, MikcoMaTo3HOi AereHepaLlii nposiabyto-
4Oro MITPasbHOro KnanaHa, MiTPasibHOI perypritadji, Wwo
nepesuLye | ctyniHb (Aroga A.B., MTagkunx H.H., 2007).
MigBULLIEHHS NpOAYKLLiT POCTOBUX NEMTUAIB, B TOMY HYNC-
ni FGF-b, sx BinomMo, nexumnTb B OCHOBI CyAVHHOIO PEMO-
[EeNMOBaHHS, MOLLKOKEHHS CTPYKTYPW CYAVHU, WO Nig-
BULLYE CTYNiHb BA30OKOHCTPUKLIT Y BigMOBiAb HA BMIVB
HeliporopmoHiB (Pepine C.J. at al., 1998). MigBuLLEHHS
y MAUIEHTIB i3 MaNMK aHOManNiIMK cepust KOHLUEHTpa-
uii IJ1-1B cBigunTb NPO akTMBALLiO MPOLIECIB CMHTE3Y Ta
poanaay konareHy (Diaz A. at al., 1990), inaykujio npo-
OyKLUji eHOoTeNiHy Ta NPUrHIYEHHSA KOHCTUTYLIOHaTbHOI
NO-cuHTeTasdun (CanoxumH K.B. n coast., 1992). IOH-y,
aK i PHIM-a, € akTMBaTOPOM iHAYKOBaHOI GOpMUN OKCuay
as30Ty, BiANOBIAHO, 3HMXXEHA eKCrnpecis 000X LMTOKIHIB
MOXE MOPYLLYBATU MEXaHi3MW1 eHO0TeNIN3anexHoi Ba-
3oaunarauii (Nyzhegorodtseva O., 2003; Balligand J.L.
atal., 1995). PocToCTMMYynIOI0Yi Ta NPOoKoarynsHTHI edbek-
TN BUCOKMX KOHUEeHTpaujin FGF-b Ta IJ1-1B B cupoBarui
KPOBI Y NaLEHTIB 3 ManMMm1 aHOManisiMu cepud Ha OOHI
HeandepeHLUinoBaHoiI Avcnnasii CrnoayyYHOi TKaHUHM No-
€LHIOIOTLCA 3 NIABULLEHHAM PiBHA €HOO0TENiHY-1, 3HU-
XEHHAIM aKTMBHOCTI ¢akTopa BinnebpaHaa i nopyLueH-
HSIM NPOCTaLUMKIIIH-TPOMBOKCaHOBOIro 6anaHcy K Npo-
ABY CYyOKJiHIYHOrO Nepebiry eHaoTenianbHOi ANCOYHKLI
(AkoBner B.M., Naakux H.H., 2005; Maaknx H.H.,
20060). BusHaveHHsa upmtokiHoBoro npodinto (FGF-b,
®HIM-a, J1-13, IHD-y) nponoHyeTbes ans ctpatudika-
LLii pn3nKy cepLeBO-CYyONHHMX YCKNaAHEHb Npy eHaoTe-
nianbHin oncdyHKLUIi y NaLuieHTis i3 HeandepeHLinosa-
HOI0 aMcnasielo cnoayyHoi TkaHnHn (Aroga A.B., Mag-
kux H.H., 2007).

3a paHumun H.H. Maaknx (20066), npu ob6cTexeH-
Hi 12 xBOpwX i3 cMHApoMoM MapdaHa BUSBIEHO 3HU-
XXEHHS1 KonareH-iHaykoBaHOoi arperadii TpoMOouunTiB,
aKTUBHOCTI dpakTopa BinnebpaHga, nigBuLLLEEHHS BMIC-
Ty €eHAOTENIHY-1 | 3HMXKEHHS 6-kKeTo-NpocTarnaHanHy
Fla, wo cBigYmMTb NPO HaAsBHICTb CHOPMOBAHOI
eHgoTenianbHO-TPOMBOUNTAPHOT ANCPYHKLI.

3aranbHOBIOOMO, LLO NpU PEBMATU3MI YPaXYETb-
CS1 CMOJly4Ha TKaHKHA He TiNlbkM Cepus, ane i CyauH.
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PeBmatunyHmin npouec HaryacTilwe Bpaxae aptepii —
pPEBMATUYHUI apTEPIIT | MOXE OXOMNIOBATU OKPEMO
ab0 0gHOYaCHO BCi LLIApW CTIHOK CyAVH. YpaXKeHHs! cy-
ONH XapakTepua3yeTbCs gK crneundivyHnMmm npoayk-
TUBHUMU 3MiHaMU, §IKi CYNPOBOOXYIOTbCS PO3BUTKOM
TUNOBUX awod-TananaeBCbKUX rPaHysIbOM, Tak i He-
cneundiyHMMKN eKCcyaaTUBHUMK NpoLLecamMu, ki 34in-
CHIOIOTb 3HAYHWI BNIMB Ha nepebir 3axBoptoBaHHs (Ko-
pannos C., 1974). MNpu obcTexeHHi 1300 xBopux Ha
peBMaTn3m y 635 ocib BMABNEHO peBMaTUYHUIA Bac-
KyniT pisHoi nokanidauii (Kpasuosa A.U., 1999). Yac-
TOTa ypaXeHHs cyauH 6yna Takok: KOPOHAPHUX —
34,6%, uepebpanbHux — 14,1%, nereHesux — 7,6%,
LLTYHKOBO-KMLLIKOBOIO TpakTy — 3,0%, neviHkn — 2,3%,
nigwnyHkoBoi 3ano3m — 0,5%, Hupok — 5,5%, cene-
3iHkn — 0,7%, nepudepunyHnx cyouH — 2,1%, iHWmnx
cyamH — 1,5%.

TakuM YMHOM, OUCNNIagia CroAYyYHOI TKAHWUHW Ta peB-
MaTU3M XapakTeEPU3YKTbCA NOPYLUEHHSAM CTPYKTYpPU
i PyHKLUIT CyaMH, BKOYAOHYM eHO0TENIN CYyONHHOMO pyC-
na. 3a gaHnmm €.X. 3apemb6bu, 0.0. 3imou (2008), anc-
nnasis Croay4yHoi TKaHMHM HasBHa y 93,6% XBOpUX Ha
peBmMaTn3M i € GakTopoM PU3nKy PO3BUTKY LIbOro 3aXBO-
PIOBaHHS. Ix NOEAHAHHSA MOXE NMOCUIIIOBATU YPAKEHHS
CYOVIH, CNPUSATUY Tsk4oMy nepebiry peBMaTUYHOro Bac-
KyniTy, PO3BUTKY PAHHBbOIO aTEPOCKIEPO3Y Ta CEPLIEBO-
CYAVHHNX YCKNaaHeHb. Y niTepartypi BiACYyTHi BioOMOC-
Ti PO CTyNiHb eHAOTENIANIbHOT ANCHYHKLT Y XBOPUX Ha
peBMaTU3M 3aS1EXHO Bifi, BUPaXKEHOCTI HeandepeHLino-
BaHOI aMcnnaaii cCnonyyYHo i TKaHMHW.

MeTa po60Ty — foCNiANTY PYHKLLIOHANBHUI CTaH
€HOO0TENII0 Y XBOPUX HA PEBMATM3M 3aJIeXHO Bif, BU-
paxeHOoCTi HegudepeHuinoBaHoi gucnnasii crnonyy-
HOI TKAHWHW.

OB’EKT I METOAUN OAOCIAXKEHHSA

O6c¢TexxeHo 110 xBopux Ha peBMaTU3M, cepen, SKnx
46 (41,8%) yonosgikiB i 64 (58,2%) XiHkK BikOM Big 17
0o 42 pokiB. Kpntepiamu BUKIOYEHHS i3 JOCNIIKEHHS
Oynn CynyTHi CEPLEBO-CYAMHHI 3aXBOPIOBaHHSI, 30KpemMa
apTepianbHa rinepTeH3is, iLemiyHa xopoba cepLisi, Xpo-
HiYHa cepuesa HegocTaTHICTb lI-Ill cTagji, rocTpi Ta XPOHiy-
Hi 3anasbHi NPOLLECU, TIOTIOHOMASTIHHS, SIKi, IK IPaBMIO, Cy-
NPOBOKYIOTHCA NMOPYLLEHHAM eHO0TENiaIbHOT PYHKLI.

KoHTponbHy rpyny ctaHoBunv 30 NpakTUyYHO 340-
poBux ocib Bikom Big, 17 o 40 poki..

[ns BU3Ha4YeHHs eHaoTenianbHOi GYHKLLT B 060X rpy-
nax xBoOpwX AOCIIKyBanu piBeHb EHAO0TENIHY- 1Yy nnas-
Mi KpoBi. MNpoBoannm 3abip BEHO3HOI KPOBI Y KiNlbKOCTi
3 Mmn y npobipky 3 aHTukoarynsHtom EATA (eTuneHai-
amiHTeTpaoLToBa k1ucnoTa) nicna 12 rog rononysaH-
Hs xBOpuX. MNpoBipKy 3 KPOB’l0 3pa3y CTaBWUAW Ha Nif,
3 noganblumm LeHTpudyryBaHHam. BigibpaHy nnasmy
kpogi 36epiranun npu Temnepatypi —70 °C. EHgoTeniH-1
y NMnasmi KpoBi BU3Ha4anu 3a 40nomMoroto Habopy dipmm
«Biomedica» ans KinbkiCHOro BU3Ha4YeHHS eHAOTESiHY- 1
LISXOM iIMyHODEPMEHTHOIO aHanidy. HopmanbHi 3Ha-
YeHHS eHOoTeNiHy-1y naasmi KPOoBi NIOANHU 3 aHTUKOA-
rynaHtom EATA ctaHoenate 0,0-0,3 dmonb/mn.

[lns giarHOCTMKM 30BHILLIHIX O3HaK AMCnasii cnosnyy-
HOi TKAHMHM 3aCTOCOBYBasIM CreLjanbHy MeToamky (Kaay-
puHa T.N., TopbyHoBa B. H., 2009), ska BKIOYAE OLLHKY

BNACHI CMTOCTEPEXEHH4

di3nyHOro po3euUTKy (OyamoBa Tina, Maco-3pPOCTOBUIA NO-
Ka3HMK), OOCIKEHHS KIiHIYHMX NPOSIBIB CKENETHUX aHO-
Marin (oonixoMopaii, 4ONIXOCTEHOMENIT, apaxXHOLAAKTU,
nedopmauij rpyaHoi Kiitkm, NI0CKOCTONOCTI, NaTonorii
XpebTa, LWEeNenHO-IMLBOBOro AMCMOPdI3MY), OLIHKY CTa-
HY LLIKIpW, M’413iB, cyrnobiB (rinepmMobifbHICTb Cyrnobis).
BusaBneHi 30BHiLWHI 03HakKu HeandepeHLUinoBaHoi
aucnnasii cnony4yHoi TKaHMHM Ta CTUrMm am3emMopiore-
He3y OLHI0OBasI1 3a A0NOMOr o0 TabnnLj AiarHOCTUYHMX
koediuieHTiB (flkoBnes B.M., Biktoposa U.A., 1992).
Mpw fOCArHeHHi aiarHoCTUYHOro nopory +21 pobunn
BMCHOBOK NPO HAsIBHICTb ANCNNasii Cnony4yHOi TKAHNHN
Ta HeOOXIiAHICTb PeTENIbHOr0 0OCTEXEHHS BHYTPILLHIX
OopraHiB 415 BUSIBNIEHHS ii BHYTPILLHIX O3HaK.
BHyTpIiLHI deHOTMNOBI 03HaKM AMcnnagii CnosyyYHoI
TKaHWHW BUSIBAISIIM 32 AOMOMOIOI0 Y/IbTPa3BYKOBOMO 00-
CTEXEHHS! BHYTPILLHIX OPraHiB (cepus, HMPOK, XXOBYHO-
ro Mixypa, XiHO4YMX CTaTeBMX OpPraHiB), peHTreHorpadii
xpebTa, KOHCYNbTaLih odTanbMosiora Ta cToMaTosnora.
[ns1 OLiHKM CTyneHs BUPaXKEHOCTi AMCnnagii Crnoay4Hol
TKaHVHW BUKOPUCTOBYBaUIM TabNNLL 3HAUMMOCTI KIIHIYHNX
mMapkepis (KagypuHa T.W., FopbyHosa B.H., 2009).

PE3YJIbTATU OOCNIAXEHHSA
TA X OBrOBOPEHHSA

3a gaHnuMu NpoBeAeHOro A0CNIAXKEHHS Y XBOPUX
Ha PeBMaTn3M BUSBIEHO NiABULLEHUI PiBEHb eHO0-
TeniHy-1 NOpPIiBHAHO 3 NOKa3HMKaMM 340POBUX OCIO
(p<0,05). PiBeHb nigBuLLLEEHHA eHOoTeNiHY-1 3anexan
BiJ, CTYNeHs BUPaXeHOoCTi HeamndepeHL,inoBaHoi amc-
naasii Cnosly4yHOi TKaHMHU (PUCYHOK).
3. *
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PucyHok. lMokasHukn enpoteniHy-1 (pmonb/mn) y nna3mi KpoBi XBO-
pUX Ha PEBMATM3M 3aNeXHO Bif, CTYNEHs TAXKOCTi HeiupepeHLinoBaHoi
aucnnasii cnonyyHoi Tkanuhn (HACT). *p<0,01

Y XBOPUX HA PEBMATU3M i3 TSXKKMM CTYNEHEM HEAN -
depeHLuiroBaHoi Ancnnasii CnonyyHoi TKAHNMHW cepes-
HE 3HAYEHHS eHAoTeNiHY-1 Yy nnasmi KPoBi CTaHOBUIIO
2,63+0,59 dpmonb/mn, Lo OOCTOBIPHO NEPEBULLYBASO
(p<0,01) NnoKa3HMKM XBOPWX i3 CEPEOHIM Ta NIEMKMM CTY-
rneHem amcnnasii CnoJly4HOi TKAHWHWN, Y IKUX PiIBEHb eH-
poteniny-1craHoBuB 1,40+0,37 12 0,7+0,21 pmonb/mn
BiAMNOBIAHO. Y XBOPMX HA pEBMATN3M CEPEeaHbOro CTyrne-
HS1 TSHKKOCTI Ancnnasii Cnosly4HOi TKAHUHW PiBEHb EHAO-
TeniHy-1 0yB JOCTOBIPHO BULLMM, HiXX Y XBOPUX HA PEB-
MaTtu3M Nerkoro CTyneHs HegmdepeHLinoBaHoi ouc-
nnasii cnonyyHoi TkaHmHu (p<0,01).

LLnaxom KopensauinHoro aHanisy 4oBeAeHO HasB-
HICTb JOCTOBIPHOr0O NMPSIMOro CULHOIO 3B’A3KY MiX
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CTyNeHeM TSXKOCTI HegmudepeHLuinoBaHoi gncnnasii
CMOJYYHOI TKAHWHU Ta KiIbKICTIO eHO0TeniHy- 1y nnasmi
KpOBi XxBOpux Ha peemaTnam (r=0,82; p<0,01).

OTxe, 4Mm Binblue BUpaxeHa HegmndepeHuinosa-
Ha gucnnasisi Crosly4yHOi TKAaHMHU, TUM BULLA KOHLLEHT-
paujis eHgoTeniHy-1 i, BianoBigHO, BULLWIA PIBEHb OMC-
dYHKLjTi eHO0TenNito CyanH.

BUCHOBKHU

1. Y natoreHesi gncyHkLii eHOO0TENIO CYANH Y XBO-
pVX Ha PEBMATM3M BifirpaloTb POJib 9K PEBMATUYHUI
BaCKYJT, TaK i HASBHICTb AMCNNA3ii CNOYy4YHOI TKaHW-
HU CYOVHHOT CTiHKM.

2. BupaxeHicTb HegudepeHuirioBaHoi aucnnaaii
CMOJIYYHOT TKAHMHW Y XBOPUX HA PEBMATM3M BIJIMBAE
Ha xapakTep eHOoTenianbHOT AUC@YHKLUIi. Hm Taxya
avcnnasais Cnony4yHOoi TKAHUHU, TUM BULLLA KOHLLEHTPA-
Lig eHpoTeniHy-1 y nna3mi KpoBi XBOPOro Ha pesma-
TU3M, WO CBIAYNTb NPO BiNbLu BUPAXEHE MOPYLUEHHS
DYHKLjTi eHO0Tenito CyanH.

3. MopylweHHsa dyHKUiT eHaoTenito CyamH y XBo-
puvX Ha peBMaTn3M i3 gmcnnasieo Cnosy4yHoi TKaHW-
HU cnpusie Tsk4oMy nepebiry peBMaTn4yHOro Backy-
NiTy, PO3BUTKY PAHHBOI0 aTEPOCKIEPO3Y Ta CEPLLEBO-
CYANHHUX, TODOMOOTUYHUX YCKNIa[IHEHD, L0 NOoTpebye
MPOBEAEHHS 3axX0AiB, CMPSIMOBAHNX HA MOKPALLLEHHS
dYHKLji eHOoTenito.
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SHAOTENUAJNIbHAAA ANCDYHKLINSA

Y BOJIbHbIX PEBMATU3MOM

C HEQUODEPEHLIMPOBAHHOM
AVUCNNA3SUENA COEAUHUTEJIbHOW TKAHU

E.®. 3apemba, E.A. B3umba

Pestome. O6c¢cniegoBaHo 110 60/1bHbIX peBMaTnN3-
MOM C pasJiInyHoOU CTENeHbIo HeanpoepeHUmpo-
BaHHOV ANCIIAa31n COEANHUTEIbHOV TKaHW. Y BCex
rnaLmMeHTOB BbISIBJIEHO MOBbILLEHNE KOHLIEHTPaL M
aHaoTesmHa-1 B ria3ame KpoBu. BeisiBneHa 3aBu-
CUMOCTb MEXAY CTEMNEHbIO TSIXXECTU HeANpPEepeH-
LIMPOBaHHOW ANCIIIa3um COEANHNTESIbHOM TKaHU U
KOHLIeHTpauver sHgoteavHa- 1. Yem tsxxenee guc-
nnasvsi CoeanHUTEIbHOM TKaHW, TEM BbILLIE YPO-
BEHb 9HAOTE/IMHA- 1 N, COOTBETCTBEHHO, BbILLIE CTE-
neHb ANCOYHKLNM SHAO0TEJINS COCY/0B.

KnioueBble cnoBa: pesMmatnawm,
HeanddepeHupoBaHHaa aucnnasus
COEANHUTENBbHON TKaHW, SHAOTENNH-1,
aHpoTenmanbHasg ANCOYHKLUNS.

ENDOTHELIAL DYSFUNCTION

IN PATIENTS WITH RHEUMATHISM
AND UNDIFFERENTIATED CONNECTIVE
TISSUE DYSPLASIA

Y.H. Zaremba, 0.0. Zimba

Summary. 110 patients with rheumatism and
various degrees of the undifferentiated connective
tissue dysplasia were assessed. Elevation of the
endothelin-1 plasma level was registered. Correlation
between severity degree of the undifferentiated
connective tissue dysplasia and endothelin-1 level
was established. The more severe is the connective
tissue dysplasia the higher the endothelin-1 level is
and consequently the higher the degree of vascular
endothelial dysfunction is.

Key words: rheumatism, undifferentiated
connective tissue dysplasia, endothelin-1,
endothelial dysfunction.
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