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[aHi nitepatypu cBigyaTb Npo HasIBHICTb NPW CKNEpPOoAEepPMii BUpaXKeHOI CyaUHHOI NaTonorii, y r'eHesi SKoi po3rnsaarTb
NnopyLUeHHs peonoriyHux BnactnsocTen kposi (PBK) Ta engoTenianbHoi oyHKUiT cyamH (EPC). MNnoTeTnyHo, BU3HAYEH-
HS KMiHIKO-NaToreHeTMYHOI 3HavyLwocTi nopyweHs PBK Ta EDQC Oyge cnpusaTv natoreHeTUYHIN Tepanii cknepogepmii,
sika 3aCHOBaHa Ha BigHOBMeHHI nopyweHs PBK Ta EDC, 6yae HagiHO KOHTpontoBaTu nepebir nikyBanbHUX 3axoaiB.

Knrouoei cnoga: cknepoaepmisi, engotenianbHa OyHKLiS CyauH, peonoridHi BNacTUBOCTI KPOBI, NiKyBaHHS.

pPaKECHHSI CYIUH IIKiPH BUSABISETHCS JTOMIHY-

FOYOI0 O3HAKOIO OOMEXEHO1 1 CHCTEMHO] CKJIe-
pomepwmii [7, 15, 24, 27], 110 BBaXKa€eThCS MIPOSBOM
nmuchynkii eamoTernito [1, 3, 34, 43]. Bakyomizamis
1 AECTPYKIIisl eHIOTENIaTbHUX KIIITHH 1 CTOBIICHHS
CTIHOK CYIWH 3 iHOIIBTpaIiero ix Makpodaramu i
OTPSITHUMH KIIITHHAMHU CIIOCTEPITaloThCs BXKE Ha
paHHIX cTamisx obmexenoi ckiepomepmii (OC)
[54]. VYpaxkenus ApiOHUX CYOIWH TPHU3BOIUTEH IO
TTOPYIICHHS MIKPOIMPKYISIIIil, 3MiH PEOJIOTIYHUX
BractuBocteit kpoBi (PBK), 30imbImeHns cynnaHO1
MIPOHUKHOCTI # aAre3ii ISHKOMHTIB Ta TIOJATBIIIOTO
po3BHUTKY (hibpo3y [20].

OnHi€r0 3 BaXIJIMBUX JIAHOK TATOTEHE3Y CKIle-
ponepMii BBOKAIOTh MOPYIIESHHS 3 OOKY €HIOTENII0
MIKpOCYIWH. 3amycK 3amporpaMoBaHOi 3aruoerni
eHJ0TeMalbHUX KIITHH — LIe, TaK OM MOBHMTH, €Tall
po3Butky OC i cucremnoi ckieponepmii (CC). 3a
maammu R. Sgonc ef al. [73], amonToTH4HI €HIOTe-
JadbHI KIITHHU BUSBIIIOTHECS HA PaHHIX CTamisx
3arajeHHs TpU OOMEXEHi Ta CHCTEMHINA CKJIepO-
nepMii. IctoTHa pors y 3aycKy 3aruOermi uX Kili-
THH BIJIBOAWTHCS AHTHEHIOTEIAJIbHAM AHTUTLIAM
[70]. Anpda-iHTepPepoH TaKOXK 3MATHAN BUKITHKA-
TH alloNTO3 B €HAOTENIl IpiOHUX CYIuH ACpMH, IO
JOBEICHO B €KCIEPUMEHTAxX in Vitro. Voro Brums
00YMOBIICHUH TPUBATICTIO Jil i Ma€ 0303aJICKHIIA
edexr [72]. Bupa3ni 00’ eKTHBHI 03HAKH BTPATH Ka-
MJIAPIB TpU 0OMEKEHIH CKIIepoaepMii Oyiu ormca-
Hi B qocmimkerdi J. N. Fleming et al. (2008) [38]; mi
aBTOPH BiJ[3HAYAIH ITEPEKPyICHHS (EHOTHUITY €HJIO-
TeMaTbHUX KIITHH y 30epeKeHUX CyauHax (BTpaTy
eKcrpecii KaArepuHy CYIWHHOTO €HIOTEito, Time-
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PEKCIpECito aHTHAHTIOTeHHOTO adb(a-iHTepPepoHy
i mporeiny RGSS5). KpiMm Toro mokasaHo, 1110 mporec
BTPaTH CyIWH MOXX€ MaTW 3BOPOTHHUI XapakTep 3a
YMOBH aKTHBHO{ IMyHOCYTIPECHBHOI Tepartii.

3a octaHHi 5-6 POKiB cTaa MIUPOKO 0OTOBOPIOBA-
TUCH poItb eHpoTeniansHol auchynkmii cyaua (EZC)
Yy PO3BHUTKY CKJIEPOACPMITHOTO CHHApPOMY PeitHo Ta
iHmux npossiB CC [45, 76]. YXBaJeHO 1MOYaTOK BH-
BUCHHIO 3MiH aHTAarOHHCTIB PEICTITOPIB CHIOTEIIHY
[38], hiOpHHOMITHYHOI 1 AHTUKOATYIIAMIHOI aKTHB-
HOCTI €HIOTemito [6]. YpakeHHS CYOWH Yy XBOPHX
Ha OOMEKEHY 1 CHCTEMHY CKIEPOACPMIO IIiJIbHO
noB’si3yeThes 3 EJIC, 00yMOBIEHOIO TPOMYKITI€I0 aH-
THEHIOTENNIABHUX aHTUTLT [67]; Ha 11 K BKa3ye€ BH-
COKWH BMICT Y KpoBi eHfoTeniny (ET1) [52].

Sk MU BKe 3a3Ha4ali, OMHUM 3 BXJINBUX elie-
MEHTIB y TTaTOTeHe31 CKIepoaepMii € 3arudenb eH-
JOTETITBHAX KIITHH. Y IIJIOMY, allONITOTHYHI 3Mi-
HU TIPH CKIIEPOIEPMil MOKYTh CTOCYBATHCS Pi3HUX
THITIB KIIITHH 1 BUABIIIOTHCS 32 PI3HUX (OPM ypa-
xerns. [Ipu CC y mepmi Big3HAUA€THCS TIiIBHIIE-
HUH piBeHb pS53, Ki67, 1 OLIbIIT HU3BKUHN piBeHB bcl2
[57]. Takox Bim3HAYAETHCS MIABUIICHHS EKCIpecii
bcl2 y pa3i BOTHHUINIEBOTO YpaKCHHS. ¥ MOHOHYKJIE-
apHUX KIITHHAX 3alaJIbHOTO 1HQIIBTpATy MPH eKC-
MIePUMEHTAIFHO BUKJIMKAHIN CKJIEpoAepMii TaKoXK
BUSIBIIIETLCS T IBHUINEHUH piBeHb pS53, p21 1 Fas. Y
mporecax akTuBarii armonro3y mpu CC 6epe ydacThb
cucTeMa Kacmas, 30KpeMa, kacmazu-3. Haromomry-
€THCS TAKOXK HA MIUIAXaX BKIIOUEHHS alTONTOTHIHUX
MporpaM 4epe3 aKTHBHICTh HEKACMa3HUX MpOTe-
a3 [14]. Y xymetuBoBaHnx CDS8+ T-mimMdonunrax,
oTpuManuXx Binl xBopux Ha CC, 3HWKYBajacs eKc-
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npecis spepHoro dakropa kB, a ekcnpecis Bcl2
nepeOyBana B Hopwmi. LlIBuakicTs amonrtody maina
o0epHEHY KOPEJIAIiHY 3aJIeKHICTh Bijl pIBHS €KC-
npecii kB. 3pocTano 4uciI0 CIOHTAaHHHUX aroINTo-
3iB CD8+, ane He CD4+ xiiTHH, 30UThIIyBaNIOCS
cuiBBigHomenHss CD4+/CD8+ mimdoruTis, 10,
MOJKJIMBO, OOYMOBJICHO aronTo30M 7-CyNpecopiB
BHACIIIZIOK 3HMKEHHS siiepHOTO (akTopa KB [53].

[Tarorenes Backymomarii mpu CKIEPOIEPMIsiX 3a-
JWIIAETHCS HEBU3HAYCHHM, alie ITIEBHE 3HAYCHHS
HanmaeTbes auchyHKii enporemionutie [30, 81];
OCTaHHs CIPUYMHAE aKTHBaLilo (iOpobdmactis, 110
4iTKO JoKa3aHo y xBopux Ha CC [5, 56, 60] i Tiabkn
nounHae oomipkoByBatuch npu OC [22, 26]. [1atore-
He3 KamiysipHoi 1 aprepionsaproi anrionatiid mpu CC
TICHO MOB’I3aHUH 3 MOPYLIEHHSMHU €HI0TETiH3aIexK-
Hoi Baszojmiaraiii [38], 3HWKEHHIM CHHTE30M CHJIO-
TeNianbHOl OKCHAa30THOI cuHTeTasu (NOS) [46].

®opmysanns E/IC npu CC Bu3Havae 6araro ski
MIKpO- 1 MakpoBacKyJISIpHI MaTOreHEeTH4HI Mo0y-
JIOBH 3aXBOpIOBaHHSA [2, 12, 39], mo migTBepmKy-
€TBCS 1 EKCIIEPUMEHTAJIbHUMH JTOCIIIKCHHIMH
Ha TBapuHax [54]|. Bunmkaroua rimokcis Beae 10
CTUMYJIALIT akTUBHOCTI (hiOporenHux ¢idpodnac-
TiB MIKipH, KojarcHy, (piOpOHEKTHHY 1 MOJEKY.
KIITUHHOI ajaresii, 3aMHUKalOYd THM CaMUM XHOHE
KOJIO 3MiH PEOJIOTIYHUX BJIIACTUBOCTEH KpoBi [38].

EJC 3BHYailHO TpOSBIAETHCS MOPYLIEHHAMHU
nponykuii E71, anriorensuny-lI, TpomOokcany
(TxA2), npocranmkiiny (Pgl2), eHaoTeniaIbHIX
(axTopiB penakcauii i rinepnonspusanii, pakTopy
pocty ¢ibpobnacTiB i aApEHOMOIYITIHY, XapakKTe-
PpHU3Y€ETHCS 301IBIICHO CHIOTETIAEHOK TIPOHHK-
HICTIO, EKCTIPECIE€I0 aAre3uBHUX MOJIEKYJ, MPUIIH-
MaHHAM 1 Mirpaiielo MOHOUHUTIB. Y XBOpHX Ha 00-
MEXEHY 1 CUCTEMHY CKJIEPOJACPMIiIO IIpH TpUBAIIii
ail ymkomkyouux QakropiB (iMyHHI KOMILJIEKCH,
MeEIiaToOpH 3arajeHHs Ta 1H.) TIE€ThCS MEPCUCTYIO-
Yya akTUBaIis ab0 YIIKO/PKEHHS EHIOTEIIOIHNTIB,
10 MPU3BOUTH JIO NIATOJIOTIYHOT BiJIIIOBiJi HABITh
Ha 3BUYaliHi CTUMYJIH Y BUIVISII TPUBAJIOT BAa30KOH-
CTPHKILi1, TPOMOOYTBOPEHHS 1 KIITHHHOI mpoide-
pamii. BignoBiTHOK pEAKIEd OpTaHi3My MOXKe
OyTH aKTHBALisl LUPKYIIOIOUUX EHIOTENiONUTO-
noAiOHMX CTOBOYPOBUX KIIITHH KiCTKOBOTO MO3KY
B pe3ynbTarti iHimianii nmponecis ix mpomideparii,
Mirpamii i gudepeHuioBaHHS B (PyHKIIOHAIHHO
MTOBHOIIIHHI eHaoTemonuT [31].

V¥ nasiBHOCTI 38’5130k EJIC y xBOopuX Ha oOMe-
JKEHY 1 CUCTEMHY CKJICPOJIEPMIIO 3 MPOAYKIIIEI B
oprai3mi mposanajibHuX IHUTOKiHIB [29]. OOMip-
KOBY€ThCS ponib E7T1, eHI0TeNnialbHOrO CYAMHHOTO
(akTopa pocTy €HAOCTATHHY, IMyHOPETYISATOPHO-
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ro /L4, anrioTeH3uny-ll, aHrioreH3uHNIEPETBOPIO-
104010 pepMeHTY 1 (HiOpOreHHNX HUTOKIHIB y TaTo-
reHe3i MIKIpHOTO CKIepoJepMivHoro npouecy [13,
43, 61, 64, 71]. Y Takux Mali€HTIB PEECTPYETHCS
MABUIIEHNNA allONTO3 €HI0TEIIONNTIB, a IX BMICT
y KpoBi BigOuBae penenuis Ha kiaituHax CD31,
CD62 1 CD106 [28].

EJC 3 rinepnpoaykuieto E71 Bigirpae omHy 3
MPOBIJHUX POJICH B MPOrpeCcyBaHH] ypakeHHS LIKi-
pu y xBopux Ha OC 1 popMyBaHHI CKIEPOAEPMITHO-
ro BasocnactudHoro cuaapomy Peitno npu CC [41,
63]. 'inepenporesiHeMist y Takoi KaTeropii XBopux
CYMPOBOIXKYETHCSI BHCOKOIO AKTHBHICTIO EHAOTE-
nianeperBoprorodoro depmenty [36]. EAC B enu-
HOMY KOHTeKCTi 3 VEGF, mpoTueHaoTenanbHIMU
AHTUTIIAMH, TeMaTOKiHA3010-1, MMP9 1 KIIITHHAMA
3 peuenuiero CD34 BU3HAUaIOTh y Takoi Kareropii
XBOPHUX BaCKyJIOMNAaTii — OCHOBHUN MOP(OIOTiyHUI
cyoOcTpart 3axBoproBanHs [49, 58, 60]. Y xBopux Ha
CC VEGF Binirpae KpUTH4HY pOJb Y HEAOCTATHIH
aHTIOTeHHIN BiAMOBiNI A0 XpoHiuHOI imemii [60].
3a nanumu V. Liakouli et al. (2011) [59], npu CC
ICHYIOTh BCUIAKI KOpENsUilHI 3B’SI3KM MapaMeTpiB
VEGF 3 nokazaukamu TGEFP, PDGF, dakrtopa
pocty ¢idpobnactiB 2 (FGF2), ET1, anrionporei-
Hy-1, MOHOLIMTAPHOTO XEMOATPAKTHOTO MPOTEiHY- 1
(MCP1), xamikpeiHy, axkTUBAaTOpy ILUIa3MiHOTCHY,
TpoMOOCTIOnMHY- 1, aHrioCcTaTUHY 1 eHpocTaTuHy. L.
Mouthon et al. (2006) [65] BusiBHIN TiCHE B3a€EMO-
BigHomeHHs £71 3 piBHeM aHTHUTIN 10 ¢pakTopa Bi-
nnebpanara. BincytHiit 38’5130k BMicTy E71 y kpoBi
xBopux Ha CC 3 KOHLIEHTPALI€I0 TOMOLUCTEIHY, aje
KOHCTAaTy€ThCS 3aJI€KHICTh BiJl MOHOIUTApHUX (ak-
TOpiB akTHBauii Gidpodmactis [66].

IcroTHUM eTanoMm y maTtoreHes3i ypakeHHS CH-
JIOTEINIFO0 TTpH 0OMEKEHIN 1 CUCTEMHIN CKIIeposep-
Mii BBaXKa€ThCsl MOCHIICHHS cuHTe3y NO 1 monass-
1Ie YIIKOKEHHS KJIITHH BUIBHMMH paJHKaIaMu.
[linBuIIEHHS MPOHUKHOCTI SHIOTEIIIIO OB’ SI3YI0Th
nepeBaXHo 3 Jiero NO. Y BiJIIOBIIb HA YIITKOKEH-
HSl, EHAOTENIH CyIuH BHPOOJsie Wiyie CiMEHCTBO
amiHonenTuaiB (Tak 3BaHi eHpoteninu). [lepmri
PpoOOTH, 1110 TPUCBSIUYCHI BUBYCHHIO CTaHY CUCTEMHU
Mmetabonizmy NO npu CC, 3’sBunucst npubIn3HO
JIeCSITh POKIB TOMY, @ JOCIi/KCHHSI B IIbOMY Ha-
NpSIMKY aKTUBHO BedyThcsl i chorogni [33]. Ilixg
qac AOCHIHKEHHS B KyJBTYPl €HAOTEIaIbHUX KITi-
THH, OTPUMaHHMX 31 IIKIpH XBOPUX Ha OOMEKEHY Ta
CHCTEMHY CKJICPOAEPMIl0, BUSBJIICHO Pi3Ke rajbMy-
BaHHs IXHBOTO POCTY B MOPIBHSHHI 3 KOHTPOJIEM
[74]; npu 1bOMY 3HA4YHO 3HM)KYBaBCSl CHHTE3 Ma-
TPHUKCHOI pHOOHYKIICTHOBOI KHCIIOTH €HI0TENiab-
Hoi NOS 3a 000X THITIB ypasKeHHSI.
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ETanHicTh pPO3BHUTKY CKIEpOACPMIYHOIO Yypa-
KEHHS LIKipU CYNPOBOKYETHCS PI3HOCHPSIMOBA-
HUMU 3MiHaMH B PiBHI aKTUBHOCTI €HJIOTENNiaabHOI
NOS Ta ingyun6ensHoi NOS [25], M0 BUSBISIETh-
Csl MiJ 4Yac IMYHOTiICTOXIMIYHHX JOCHTIJDKeHb. 3a
JAHVNMH aBTOPIB, MK aKTHUBHOCTI €HJOTENiaabHOI
NOS cnoctepirascsi B nepiog MOYaTKOBUX IIKip-
Hux npossis CC, nopanplie NporpecyBaHHs Mpo-
1IeCy TPU3BOMIO JIO MOCTIHHOTO 3HUKECHHS PIBHS
uporo (epmenty. HaBmaku, akTUBHICTH iHIyKOBa-
Hoi NOS 3pocrana npu normuoIeHHi NaToaoriyHo-
ro MpoIecy, MapaesibHO 3 MOCHIICHHAM eKcIpecii
CHJIOTEJIIAbHOTO HITPOTUPO3UHY. TakuM 4YHMHOM,
Oy/o BUSIBICHO 3MiHHM THUIy CHHTa3H 3 KOHCTHUTY-
TUBHOT'O Ha MAaTOJOTTYHUH — IHAYHOSTbHUM.

[Ipu oOmexeHiii 1 cucremHiil ckneponxepmii
3HIKYETHCS PiBeHb HelipoHanbHOI NOS [48]; BHa-
CIIZOK 11bOTO Y a3y HaOpsKy npu CC iHILII0€ThCS
YIIKOJDKEHHSI HEPBOBUX 3aKiHueHb y wiKipi. IIpo-
Lec Jerpajanii HepBiB, 10 CYIPOBOKY€ETHCS 3HU-
KEHHSM aKTUBHOCTI 11iei NOS, MOBUIBHO Tporpe-
CY€ B CKJIIEPOTHYHIN CTafil i HAWO1IBII TOMITHUH y
cranii arpodii. Tox, BoueBuAb, eKcIpecis HeHpo-
HanbHOI NOS 3aneXuTh BiJl TSDKKOCTI Ypa)KeHHS
IpHU pi3HUX (HOpPMaAxX CKIEPOAEPMIi.

3MiHHU B cTaHi cucteMu cuHTe3y NO y XBOpHX
Ha 00MeXEeHY Ta CHCTEMHY CKIIEPOIEPMiI0 00yMOB-
JIFOKOTH ICTOTHE ITiIBUIIICHHS PiBHS NO, (KiHIIEBHX
nponykTiB mMeradonismy NO) y KpOBi, OCKUIBKH
inaykoBaHa NOS aKTUBHO €KCIIPECYEThCS B €HJIO0-
TeJNiaNbHUX 1 MOHOHYKJICAPHUX KIIITHHAX, & TAKOXK
y pidpobmnactax mwkipu [82]. 3minu npodino NOS
TaKOXK MOXYTb BiJlirpaBaTH HeaOWsKy pojb B iHI-
uianii ¢idposy. B ekcnepumenTanbHiii Mmogeni ¢i-
Opo3y IIKipK Ha MHIIAX 3HAKNIIOB MiITBEPKEHHS
aHoMaJbHUK MeTadouisM NO Ha T 3HHKSHHS aK-
THBHOCTI aHTHOKCUAAHTHOI cuctemu [33]. Y mas-
Mi xBopux Ha CC TakoX iCTOTHO HIKYUM, Y TTOPiB-
HSIHHI 3 KOHTpoJieM, € criBBigHomenHs NO/ET1.

Anrioren3us-1l (Ba30KOHCTPUKTOPHUH MENTHJ,
SKAU YTBOPIOETHCSL B Pe3y/bTaTi aKkTUBALil peHiH-
AQHTIOTEH3WHOBOI CHUCTEMH) € OJHUM 3 HaHWOUIBII
MOTYKHUX Ba30KOHCTPHUKTOPIB, IO i€ Yepe3 aHri-
OTEH3UBHI PELeNTopH 1-ro THIy IIajKoM SI30BHX 1
CHJIOTENiaIbHUX KIITHH. BiH mpuckoproe amontos
CHJIOTEJIIOLUTIB, YAM 1 0OyMOBIIEHAa HOTO poOib y
nmaToreHe3i OOMEXEeHOI Ta CHCTEMHOI CKIepoaep-
Mii, a TAKOXK BIUTMBAE Ha Mirpauito i npomigeparito
[MIAIKOM SI30BUX KJITHUH. 3a PaxyHOK CTUMYJISLii
CHJOTENIAIbHAX PELENTOpiB 2-r0 THIy IiJCHIIO-
€ThCS IIPOLEC YTBOpeHHS B eHnotenii NO, mo, y
CBOIO 4epry, mocyalisie KOHCTPUKTOPHY PeaKLilo,
BUKJIMKaHy aHrioreH3uHoM-lI, a Takox mpurhiuye

1-2 2015

[Lepmarosereporors. Kocmetonorusi. Cekconatonorus

nporidepanito Magkux MionuTiB. AHrioTeH3uH-11
Mae npogibpoTuuny akTuBHICTE. Horo piBens y cu-
posartui kpoBi xBopux Ha CC iCTOTHO BHIIE, HIX IIPH
OC [50]. Lle#t 6inok BU3HAYAETHCS B LIKIPi XBOPHX
Ha 0OMEeXeHY 1 CHCTEMHY CKJIEPOIEPMIlO 3a JOTIOMO-
TOF0 IMyHOTICTOXIMIYHHX METO/iB. TakoX BHUSBICHO
0co0IMBOCTI eKkcrpecii penenTopiB pi3HUX TUMIB 10
AHT10TEH3MHY B HOpPMi W NpH CKIEPOAECPMiUHOMY
ypaxkenHi. Penentop 1-ro Tvmy Bu3HauaeThCs B HOP-
MaJIbHUX 1 TaTOJIOTTYHUX 3pa3Kax ILIKipH, a peLenTop
2-T0 THUIY — TUNBKHU MPU CKIEPOAEPMIsiX. Y KyAbTypi
¢iOpobnactip anrioreH3uH-11 BUKIMKaE MOCUICHHS
cuHTe3y npokonareny I tuny i TGFBI.

VY xBopux Ha OOMEXEHY 1 CHCTEMHY CKJIEpo-
JepMit0 3BUYaiiHO KOHCTATyeThes migBuieHHs OB
1 TOpYLIEHHS EpUTPOLUTAPHO-TPOMOOLUTAPHOT
JIAaHKM PEOJIOT1YHHUX BiIacTUBOcTel Kposi [11, 12],
Y PO3BHUTKY SIKHX Ba)KJIMBE 3HAYCHHS BiJABOIUTHCS
cucremi NO [16, 32] yepe3 3MiHM aKTUBHOCTI €H-
notemianbHoi 1 ingykoBanoi NOS [37]. HeoOxinHo
BIAMITUTH, 10 cupoBarka xBopux Ha CC npurHi-
4y€ BHYTPIIIHbOKIITHHHUIA cuHTe3 NO, (KIHIEBUX
ctilikux npoayktiB NO) i cGMP [47]. 3minu peo-
JIOT1YHUX BJIACTMBOCTEH KPOBI y TAaKWX MALE€HTIB
NPSMO CITIIBBIJHOCSTBCA 3 PIBHAMHU B KpoBi (iOpu-
Horeny, IgM 1 IgG [75].

ET1 1 IL4 y xBopux Ha CC BU3MBAIOTH IiJBU-
IICHUH CHUHTE3 MOHOIMWTIB 3 peueniiiero CD14+,
KOTpi OepyTh y4acTh B MPOIECAX MOCUICHOTO (i-
Oporene3y mkipu [19]. Baszommmararop mpocra-
muKimiH (Pgl2) 3natHuil y XBOpUX Ha OOMEXKEHY
1 CHCTEMHY CKIEPOIEPMI0 dYepe3 MpHUTHIYeHHS
aKTMBHOCTI MPOTETHKIHA3M MPUTHIYYBaTU CHHTE3
npodibporuunoro daxropa pocta (CTGF), inay-
koBaHoi NOS 1 y-inTepdepony [42].

BianoBizHO y XBOpHX Ha CUCTEMHY 1 OOMEKeHY
CKJIEPOJIEPMIIO CIIOCTEPIratoThCs 3aralibHi 1 JTOKalb-
Hi nopymenns PBK, mo, y nepry uepry, o0ymoBie-
HO MigBUIIEHUM cUHTe30M KomareHiB Il 1 IV tumi
1 IMyHHUMH 3alalbHUMK 3MiHAMH B CTiHKaX CYIHH.
3MmiHu peonoriyaux BiactuBocteid kposi npu CC Bu-
3HAYaAIOTh 3MiHM arperauii i nedopMoOBaHOCTI epH-
TpouuTiB 1 TpomOoLMTiB, nigBuieHHs OB KkpoBi, ri-
NepIIiIiieMito, BUCOKI piBHI B 11a3mi C-peakTHBHOTO
npoTeiny, iMmyHornoOymiuis 1 ¢idpunoreny [79]. [o
BaKIMBUX (haKTOPiB PO3BUTKY OOMEKEHOI 1 CHCTEM-
HOT cKJepoaepMii BiTHOCSTBCS MOPYIICHHS MiKpo-
LUPKYISLii, 00yMOBIEH] 3MiHAMH CYTMHHOI CTIHKH 31
3MiHaAMU IHTPABACKY/SIPHUX 1 [NIa3MEHUX BIACTHBOC-
Teil KpoBi. Y pe3ynbrari BiMIYa€ThCsl YILIKOIKEH-
Hsl €HJIOTENII0, 3aMillleHHs HOTo INIaJKOM’ SI30BUMHU
KOJIareH-CUHTE3YIOUMMH KJIITHHAMH 1 Timepriasis
BHYTPILIHBOT 000IOHKH CyauH [44].
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VY xBopux Ha OC 1 B OinbIIiil Mipi y XBOpHX,
mo crpaxaaots Ha CC, cnocrepiraloTbCsi 3Ha-
YHi 3MiHM PEOJIOTTYHUX BIACTUBOCTEH KpoBi [51].
[Migumiennss OB mpu He3MiHEHIl KeCOHIBCHKil
B’SI3KOCTI BKA3y€ Ha Te, 1110 MOPYLICHHS BUHUKAIOTh
y CyIUHAX MIKpOLMPKYJIITOPHOTO pycna [6]. Y Toi
ke vac minBuiieHHs OB 3’gBnsieThcst iHTErpaib-
HUM IIOKa3HUKOM TileparperauiiHoro CHHAPOMY,
TOAI SIK 1HILI TEMOPEOJIOTIUHI mapaMeTpu PO3KpH-
BaIOTh NIPUPOAY LUX 3MiH. BUHUKAIOTh MOCHUIICHHS
CIIOHTAHHOI arperarii epuTPOLHUTIB 1 BUCOKA TiJl-
poAMHaMivHa MILHICTb arperaTiB sk OCHOBHI (ak-
Topu cunapomy miasuieHoi OB [34]. CC Bzaraii
PO3IISIAETHCSA K XBOPO0a, IO CYNPOBOAKYETHCS
rineps’s3KMM CUHAPOMOM, SIKUIl CIPHYUHSIE Pi3HO-
MaHITHI CyAnHHI po3naau [6, 23].

Ha Bigminy Bin obmexenoi, mpu CC koHCTa-
TOBAaHO AKTHMBALII0 KHUCEHb-HE3AIECKHUX MeTabo-
TyHUX (QYHKUOIH LOUPKYIIOIOUMX (aronuriB, IO
nigcuntoe ckieporenes [9]. Cnenudivanx s CC
AHTUTLI 10 TonoizoMepasu-l abo neHTpoMipiB npu
OC yacTime 3a Bce He 3HaXOIATh. 3HAYHO pialIe y
xBopux Ha OC BUSBISIIOTH rinepramManioOyaiHeMito
(Ig4, IgG, IgM), niaBuIIEeHUI piBEHb PEBMATOITHO-
ro ¢akropa ta L{IK [4]. Po3pobneno ynidikoBauuit
CTOCi0 OIIHKY CTYIEHS TSHKKOCTI OOMEXKEHOT 1 CHC-
TEMHOI CKJIeposiepMii, 110 Bkitodae [§, 10]:

- OasbHY OLIHKY IiarHOCTUYHO 3HAYYIIHUX TI0-
Ka3HUKIB, sSIKi B11OOpaXaroTh CKapTy;

- aHaMHe3 XBOpoOwu;

- 0o0’eqHaHy XapaKTEePUCTHKY MaToJIOriyHOro
Ipolecy Ha LIKipi;

- CIIIJIBHI KITIHIKO-T2a00paTOPHI JOCIiIKEHHS.

Ha 3akinuenns cnin Bigmituty, mo Ha APBK mpu
oOMeKeHil 1 cucTeMHill ckiepoaepMii MOXYTb YNHUTH
BIUIUB IiJIBUIIEHI PiBHI B IaHii OionoriyHid piquHi [62]:

- mimigiB (docdomninigis, XonecTepuHy, TpH-

DTIIEepUIiB, JIMONPOTEiNiB HU3BKOI IIUTBHOCTI,
arnommnonporeinis-B);

- mpoteiniB (piOpunoreny, hidponexruny, /gG,
[2-mikporno0yminy);

- aKTUBHOCTI (epMeHTiB (KapOoaHrHIpasa, My-
paminasza, puboHyKiIeasa, XiIMOTPHUIICHH), HEO1IKO-
BHX a30TUCTHX NPOAYyKTiB (NO,, CEYOBUHH, CEYO-
BOT KUCIIOTH), TN TH/IIB, TIOJiCaXapH/IiB.

OOmexeHy 1 cucteMHY (opMH CKIepoaepMii
00’€IHY€ CIIUIBHICTD Y MAaTOr€HETUYHUX TOOYI0BaX;

- ayTOIMyHHUH XapakTep 3amajeHHs, aucoa-
naHc T-CUCTEMU IMYHITEeTY, AUCIPOMOPLIs CHUHTE-
3y IL4, IL174 1 IL22 [40, 55];

- mocuieHa npoxaykuiss TGFP, y-inrepdepony,
saepHoro ¢akropa kB [18].

CHiNbHICTIO B JIaHKaX MaToreHe3dy OOMEXEHOI
1 CHCTEMHOI CKJIEpOJAepMiil BUSBISIOTHCS ITiBHU-
LIEHI aKTUBHOCTI MOBEPXHEBOr0O (haKTopa pocTy i
(depmMeHTy mnpoTeiH-TUPO3UH-Pocharazu-18, 1o
OepyThb y4acTh 3 WIKipHUMH GiOpodaacTamMu, aHTH-
OKCH/IaHTOM TiOJIOM 1 N-alleTHILHUCTEIHOM y Mpo-
necax (ochopwroBanns [78]. [leBHy 3HaYMMICTh
y PO3BUTKY ypaxkeHb iKipH sik pu CC, tak i OC
MPUMTUCYIOTh MiNepHpoAyKLii aHTHHYKJICAPHUX aH-
TuTin [80] 1 BUCOKIN aKTHBHOCTI B OPTaHi3Mi TaKUX
XBOPHUX MaTpUKCHOI Metasonpoteinazu (MMP1),
KOTpa Ma€ TiCHI B3a€MOBIAHOLICHHS 3 CHHTE30M
TNFa, IL13 i monekyn xiituHHOI anresii [21]. ¥V
csoro uepry, C. Toledano ef al. (2009) [77] BBaxa-
10Th, 1110, Ha BinMminy Bix CC, mist OC minkoMm He
XapaKTepHa HASBHICTH Y KPOBI MPOTHUSIEPHUX aH-
TUTIN 1 peBMaroinHoro akropa. TUMOBUM TiIBKK
st CC BUABISETHCS TIIEPIPOAYKLIS aHTUTLI A0
LUKIIYHOTO IUTpPYAiHOBOro mentuay [68]. YV mo-
piBastaHI 3 OC, i CC € XapaKTepHUM TaKOX BH-
COKHMH piBeHb KIIiTHH 3 penenuiero CD36, o kope-
JIIO€ 3 TSOKKICTIO CyIMHHOI naronorii [17].

BucHoBkn

3rimHo 3 JaHUMH JITEpaTypH, XapaKTepHOIO
03HAKOI0 OOMEKEHOI CKJIepomepMil i CHUCTEeMHOI
CKIIepoZiepMii BBaXKAETHCS PO3BUTOK TSIKKOI Cy-
MUHHOI T1aToJIoTii, y TeHe3l SKOi pPO3TIATYIOTh
TIOPYIIICHHS PEOJOTIYHNX BIIACTUBOCTEH KpOBi 1
eHJoTeMaNbHOi (QYHKIT cymuH. MoXHa BHCIIO-
BHUTH TIMIOTE3y, 3TiTHO SIKiH BW3HAUCHHS KITIHIKO-
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SQHOOTENUANBbHAA OUCPYHKUUA CO-
CcyaoB U HAPYLLEHUA PEOJTOTMYECKUX
CBOUCTB KPOBM B MATOMEHETUYE-
CKUX MOCTPOEHUAX CKINEPOOAEPMUU

OwparoH A. 1., PomaHeHko K. B.
ry «[dHenponemposckasi MeOuyuHckas akademusi
MuHucmepcmea 30pasooxpaHeHuUs1 YKpauHbI»

[laHHble nuTepaTypbl CBUAETENLCTBYIOT O Hanmu4umn npu
CKIepoaepMnm  BbIPaXXEHHOW COCYyAMCTOM naTonoruu,
B reHese KOTOPOM paccMaTpvBalOT HapyLUeHUs peo-
nornyeckmx ceoncte kpoBu (PCK) n sHpoTenuanbHom
dyHKkumm cocyno (OPC). MMnoTeTnyecku, onpeaeneHne
KMVHWKO-NATOreHEeTUYECKOM  3HAYMMOCTM  HapyLUEHWUNA
PCK n 3®C 6ygert cnocobcTBoBaTh MNaTOreHeTU4eCcKom
Tepanuu CKNepoaepmMmm, OCHOBaAHHOW Ha BOCCTaHOBIE-
HUM HapywweHui PCK n O®C, byaeT HageXHO KOHTpOnu-
poBaTb X0A4 fevebHbIX MeponpuaTUn.

Knroveeble cnoea: cknepopgepmusi, sHAoTenvanbHas
hyHKUMSA COCyAOB, peornornyeckme CBOMCTBa KpoBW, ne-
yeHue.

THE ENDOTHELIAL DYSFUNCTION OF
VESSELS AND THE IMPAIRMENTS OF
BLOOD RHEOLOGIC PROPERTIES IN
PATHOGENIC STRUCTURES OF SCLERO-
DERMA

Dyudyun A.D., Romanenko K. V.
State Establishment “Dnipropetrovsk Medical Academy
of Health Ministry of Ukraine”

The literature data are evidence of the presence of ex-
pressed vascular pathology under the scleroderma. In
genesis of the vascular pathology are impairments of
the rheological properties of blood (RPB) and endothe-
lial function of vessels (EFV). Hypothetically, determina-
tion of the clinic-pathogenic importance of the RPB and
EFV impairments will contribute to pathogenic therapy of
scleroderma which is based on restoration of the RPB
and EFV impairments and will control reliably the course
of medical actions.

Keywords: scleroderma, endothelial function of vessels,
rheological properties of blood, treatment.
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