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BBEOEHUE

B HacTosiLee Bpems U3y4eHne CUCTEMHOMO BacKy-

BNACHI CMNOCTEPEXEHHS
QHAOTEJINAJIbHAA ®YHKUUA

COCyaoB U PEOJIOT'MYECKUE
CBOUCTBA KPOBM

NMPU ANCA-ACCOLIUMPOBAHHOM
CUCTEMHOM BACKYJIUTE

Llenb v 3aaa4n: n3y4nTb KIIMHUKO-NaToOreHETUYECKYIO 3HaYMMOCTb SHAOTE N -
anbHov pyHKLM cocynos (3PC) v peosiornieckx CBOVCTB ChIBOPOTKM KDOBM
( PCK) npu mukpockormyeckom nonvaHrmmte (MI1A), rpaHynemaTtose ¢ nosv-
aHrvmmTom Berernepa (ITIA) v 303uHoGuIbHOM novaHrmite Yepaxa — Ctpocc
(3r1A). Marepuasnsi v meToasl. O6cnenoBaHo 129 60/1bHbIX CUCTEMHBIM BACKY-
JINTOM, aCCOLMMNPOBAHHBIM C aHTUHENTPODUIIbHBIMU LINTOMIa3MaTUYECKUMU
aHtutenamu (ANCA-CB) (59% ¢ MIA, 20% — c TIA n 21% — ¢ 3lA). Cpe-
M BCex NaLmeHToB 47 % coCcTaB/isiyiv MyXX4uHbl M 53% — XeHLLMHbI. 1-51 cTe-
rneHb akTBHOCTY BbisiBrieHa y 10% 60s1bHbix ANCA-CB, 2-9 — y 35%, 3-9 —
y55%. ANCA onpeaneneHb y 74% 605bHbix MIA, y 79% — TIA 1 44% — S[A.
ODC oLieHBa 10 YPOBHSIM 3HAOTENMHA- 1, TDOMOOKCaHa-A,, roMoLmcTe-
uHa (HCys), npoctaumknuna, Hutpmutos (NO,) v Unkan4eckoro ryaHo3uHMOo-
Hogpocgata(cGMP), a PCK — o napametpam obbemHovi Bazkoctu (OB), no-
BEPXHOCTHbIM 3Ha4yeHunsm BsiakocTu (11B), yrapyroctu (1Y), penakcaumm (1P)
u HatsxkeHus (TTH), a Takke moaysisi BA3koanacTuyHocTv. Pe3ynibtatsl. ANCA-
CB conpoBoxaatoTcs ancbanaHCOM ypPOBHEVI Ba30OKOHCTPUKTOPOB 1 BA30AM-
71IaTaTOPOB, U3MEHEHVISIMU BSI3KVIX, YIPYIX, BA3KOS/IACTUYHBIX, PE/IaKCALIMOH-
HBIX Y MEXAa3HO-aKTVIBHbIX CBOVICTB CbIBOPOTKU KPOBU, @ OTAE/IbHbIE HO30-
JIOrvv OT/INHAKOTCSI MEXAY COO04 noBbILLeHHbIMY (MI1A), cHkeHHbIMU (TTIA)
y HemameHeHHbIMY (3lMNA) nokasatenamm cGMP, HopmasibHbIMY 3HAYEHUSIMNA
[MH npu ITIA, NO,u [P rpu SlA, 4To 3aBUCUT OT nopaxeHwii cepaua (y 60s1b-
Hbix MIA oTmeyvaeTcs BvisiHne Ha cogepxxarmne HCys n OB, I'TIA — ra l1B, 1Y
nTllP, 3INA — Ha HCys, cGMP 1 1H), a sHaoTenmaibHas AMCOyHKLMS COCYA0B
Y CABUMY PUSMKO-XUMNYECKMX CBOVICTB KPOBU YHaCTBYIOT B PA3BUTUM Kapau-
0apPUTMUK, ANCOYHKLMN MUOKapaa, MU3MEHEHWI pa3MepoB KaMep v Kiarna-
HoB cepaua. BeiBoabl: y 60s1bHbix ANCA-CB HabiioaaroTCs BblpPaXeHHbIe Ha-
pyieHns 3PC n PCK, yuacTBytoLume B natoreHe3e 3ab0os1eBaHui.

etal., 2014), Toraa kak I'MA n MIMA Bko4aloT B 00LLYIO
rpynny CUCTEMHOIr0 HEKPOTU3UPYIOLLLErO BACKyIMTa

nuta (CB) oTHOCUTCS K Hanbonee AMHAMUYHO Pa3Bu-
BatoLUMcs obnacTtam pesmatonorum (beketosa T.B.,
2014), npn 9TOM NOAYEPKMBAETCS KaK KITMHUKO-MaTore-
HeTMyeckas OOLLHOCTb 3TVX 3aboNieBaHuiA, Tak 1 ornpe-
OEeNeHHble OTNNYMS OTAENbHbIX HO30/I0MM4YeCkuX Gopm
(Gibelin A. et al., 2011; Oaobik A.U. (pen.), 2013). CB,
aCCOLNMPOBAHHLIMU C aHTUHENTPODUIIbHBIMU LUTO-
nna3martmnydeckummn aHtutenamm (ANCA-CB), aenaiotcs
MUKpockonuyecknii nonnanrnnt (MMA), rpaHynemaros
c nonvaHrnmtom Berenepa (I'MA) n 3031HOGWIbHBIN NO-
namaHrumt Yepoxa — Ctpocc (3lMA), koTopble npenmy-
LLECTBEHHO MOPAXAlOT N0AEN TPYAOCNOCOOHOro BO3-
pacTta, HaHOCS OLLYTUMbIA MeanKO-COLUMasbHbIA YPOH
rocynapcteam (Basu N. etal., 2014). CornacHo pe3sy/ib-
Tatam aNUAEMMOOMMYECKMX NCCNeaoBaHNi, pacnpo-
cTpaHeHHocTb MA cocTaBnsieT 24 yenoseka Ha 10 Tbic.
HaceneHus, a MINA — 13 Ha 10 Tbic. (Tsuchiya N., 2012;
Watts R.A. et al., 2012). 3INA nHorga paccmaTpuBaloT
kak BapuanT I'MA (Santana A.N. et al., 2011; Mouthon L.

(Aydin Z. etal., 2011).

C otkpbITiem ANCA Npom30oLLnm CyLLECTBEHHbIE U3-
MeHeHs B noHMMaHum natoreHesa CB (Kallenberg C.G.,
2011; Berg E.A. et al., 2014), HO BCe-Takn MexaHun3-
Mbl pa3sutua ANCA-CB ocTaloTcs nccnenoBaHHbi-
MK KkpanHe HepgocTaTtodHo (Wilson A.S. et al., 2010;
GibelinA. etal., 2011; KhalidiN.A.,2011; Nachman P.H.,
Henderson A.G., 2011). O6cyxnaeTcsa 3Ha4YeHne aH-
potenuanbHon gucoyHkumm cocyaos (34C) B nato-
reHeTndeckux noctpoeHusax ANCA-CB (Nijenhuis H.L.
etal., 2009; CtpuxakoB JI1.A. ncoarT., 2012). Cuntaet-
CSl, YTO Y TaKMX NaLMEHTOB BbICOKUIN CUHTE3 MpoBOCHa-
JINTENbHbIX LMTOKMHOB YCUNMBAET NMPOLECChl anonTo-
3a 3HO0TENMOLUMTOB MENKMX COCYA0B C NOCNeayoLlWwmm
n3meHeHvem mnx dyHkumin (Raza K. et al., 2009). Hapy-
LUeHMs aHaoTeNnrasnbHoM GyHKUMM cocynos (PC), ako-
Obl, B HAMOOJbLLIEN CTEMNEHW XapakTepHb! A1 6ONbHbIX
I'MA (De LeeuwK. etal., 2010). Bcneacreme UMMYHHbIX
BOCMNANINTENbHO-HEKPOTUYECKMX MOBPEXAEHNM CTEHOK

YKPATHCbKWA PEBMATONOTIYHUW XYPHAT o Ne 4 (62) » 2015



BJTACHI CNOCTEPEXEHHA

cocynos npvt ANCA-CB BO3HMKaIOT HapyLLIEHUSI PEO0JIO-
rmyeckmx ceBoncTtB kposu (PCK), koTopble BO MHOIOM
onpegensatotcs nmerHHo SC (Tzoulaki l. et al., 2014).
YxyaweHne PCK 3aBUCUT OT YPOBHS LIMPKYNPYIOLLMX
ANCA (KumanoY.etal.,2012; Monach P.A. etal., 2012),
KOTOpPble HEraTUBHO BAUSIIOT HA 3HO0TENMOLUMUTbLI COCY-
omncton cteHkm (Haubitz M. etal., 2009). isBecTHa ponb
M3MEHEHMIN PEONIOTMHECKNX XapaKTEPUCTUK CbIBOPOTKN
kpoBu npu CB (CuHaueHko O.B.(pen.), 2011), Ho knu-
HMKO-NaToreHeTnyeckas 3Ha4nMmocTb ux npu MIMA, 'MA
1 3MA He n3ydyeHa, HeobxoaMMbI AabHELLVE UCChe-
noBaHnsa coctosiHus APC y 3TUX BONbHBLIX C Pa3HbIM
TEeYEeHMEM NATOSIOrMYECKOro NPOLLECCa N B KOHTEKCTE
¢ PCK. 910 cTano uenbio 1 3agadyamuv AaHHoOM paboThl.

OBBbEKT U METOA4bl UCCJIEOQOBAHUYA

Mop HabntogeHnem Haxoaunucb 129 6onbHbIX ANCA-
CB — 76 (59%) ¢ MI1A B Bo3pacTe 44,0+1,53 roga, 26
(20%) c I'TIA B Bo3pacTe 46,6+2,55 roga u 27 (21%)
¢ OlNA B Bo3pacTe 42,1+2,74 rona. Cpeau Bcex obcne-
[0BaHHbIX OblNN 47% MYX4UH 1 53% XeHLWmnH. Onu-
TeNbHOCTb 3aboneBaHMs OT MOMEHTA ero MaHude-
ctaummn y naupeHToB ¢ MINA coctaBmna 5,7+0,75 rona,
npwn 'MA — 4,4+0,88 roga, npn 3INMA — 10,5+1,98 roaa.
1-9 cTeneHb akTUBHOCTM 3ab0seBaHNin Mesna MecTo
y 10% 60onbHbix ANCA-CB, 2-9 — y 35%, 3-9 — y 55%,
npuyem obcneagoBaHHble ¢ MIMA, ITIA n 3INA He oTinya-
Mcb Mexay cobom. MNopaxeHre NoYeK AMarHoCcTMpPoOBa-
HO B 73% cny4aeB, nerkux — B 63%, koxxu — B 61%, cy-
cTaBoB — B 54%, mmnokapaa — B 49%, neyeHn — B 47%,
HEepPBHOM cuctemsl — B 46%, aHOOKapaa 1 kKianaHHoro
annaparta — B 36%. Nokasarenb MHTerpasbHOM Tsxe-
CTU KNnHnYeckux npuaHakoB MIMA, A n 3MNA cooTBeT-
CTBEHHO cocTaBun 5,4+0,25; 5,2+0,55 n4,9+0,40 6anna.

Ha momeHT ob6cnenoBaHns ANCA B cbiIBOpOTKE
KpOBW BbIsiBNEHbl Y 74% 60nbHbIX MIMA, y 79% — TIA
1 44% — JMNA. AHTuTena k mmenonepokcuaase (AMIT)
BblsiBNieHbl B 88% cnyvyaeB ANCA ny 65% obcnenoBaH-
Hbix ¢ MIA, npu IMA — cooTBETCTBEHHO Y 27 1 21%,
npun OMA — y 100 n 44%, Torga Kak aHTuTena K Npo-
TenHase-3 (AlN3) — cooTBETCTBEHHO B 35 1 26% Ha-
6noneHnin MIMA, B8 100 n 79% — IMA, B 13 1 6% —
3lMA. Takum obpasom, ans MIMA n 3MA 6binn bonee
xapakTtepHbl AMI, a ana IMA — Al3. CooTHowWwEeHne
AMIT no yacToTe BbigBAeHUs npu oTaenbHbix ANCA-
CB coctaBuno kak «MIMA:3IMA:TIA=3:2:1», a A3 kak
«[MA:MIMA:3MA=14:5:1». YpoBeHb 9031UHODUIIOB
B KpoBM 6onbHbIX OMNA coctaBun 15,2+2,17% neinko-
umTtos, unn 2,1+0,88 108/n.

OdDC oueHmMBanu no ypoBHsam aHgotenuHa-1 (ET1),
TpombokcaHa-A, (TxA,), romouuctenHa (HCys), npo-
ctaumknuna (Pgl,), HutputoB (NO,) 1 LUKIMYECKOro
ryaHosnHmoHogpocdata (cGMP), a PCK — no napame-
Tpam 06beMHo BA3KoCTH (OB), NOBEPXHOCTHBLIM 3Ha-
yeHnam BaskocTum (MB), ynpyroctu (MY), penakcauum
(MP) n nataxeHnus (MH) cbIBOPOTKM, a Takke MoOyns
BA3KOaNnacTuyHocTn (BA). nsa onpeneneHns nepeync-
JIEHHbIX NOKasaTtenen ncnonb3osanu puaep «PR2100-
Sanofi diagnostic pasteur» (PpaHuuWs), poTauMOHHbIN
BUCKO3nMeETP «Low-Shear-30» (LLIBeruapus), KOMNbIO-
TepHble TeH3roMeTpbl «kADSA-Toronto» (FepmaHusa —
Kanapa) n «<PAT2-Sinterface» (Fepmanus). KoHueHTpa-

umio NO, (KOHEYHOrO CTOKOro NpoaykTa MeTabonmama
OKCuaa a3oTa) B CbIBOPOTKE KPOBU N3y4ani cnekTpodo-
TomeTpuyeckmn («CP-46», Poccust), a AMIMun AMN3 — nm-
MYHOOI0TOBLIM MeToAOM («Euroline-Euroimmuns», lep-
MaHus). B kadyecTBe KOHTpons o6cnenosaHbl 30 npak-
TUYECKN 300PO0BbIX Ntogen (12 MyxymH 1 18 XeHwmH
B Bo3pacTe oT 18 o 58 ner).

Cratuctmyeckas 06paboTka Nnosy4eHHbIX Pe3yrib-
TaTtoB MCCNeLOBaHUI NPOBeAEHA C MOMOLLbIO KOM-
NbIOTEPHOrO BapMaLVIOHHOrO, HenapaMmeTpPU4eckoro,
KOPPENSALMOHHOro, PerpeccnmoHHoro, ogHo- (ANOVA)
n mHorogaktopHoro (ANOVA/MANOVA) gucnep-
CMOHHOro aHanmsa (nporpamMmmbl «Microsoft Excel»
n «Statistica-Stat-Soft», CLLIA). OueHuBanu cpegHue
3HavyeHus (M), nx cTaHoapTHbIE OLLUMOKN 1N OTKIIOHEHUS]
(SD), koaddUUMEHTLI KOPPENALMN, KpUTEPUU AMUCNEP-
CUN, MHOXECTBEHHOM perpeccuu, CTeloaeHTa, YUIKoK-
coHa — Pao, MakHemapa — ®Puiepa n 4o0CTOBEPHOCTb
CTaTUCTUYECKMX NOKa3aTenemn.

PE3YJIbTATbI

Y 60onbHbIXx ANCA-CB nokazatenu ET1 coctaBns-
toT 8,6+0,13 nr/mn, TxA, — 9,5+0,24 Hr/mn, HCys —
5,6+0,21 mkmonb/n, Pgl, — 23,3+0,92 Hr/mn, NO, —
5,7%0,11 mkmonb/n, cGMP — 11,7+0,23 nmosb/mn,
OB — 3,3+0,08 mla ¢, NMB — 10,7+0,23 mH/m, MY —
24,2+0,61 mH/m, BO — 14,7+0,63 mH/m, MNP —
127,5+3,15 ¢, NMH — 45,7+0,46 mH/m. o cpaBHe-
HUIO C NoKasaTenaMu y 300P0BbIX ntoaen Habno-
haetcsa goctoBepHoe nosbiweHne OB B 2,4 pasa,
ET1 — B 2,2 paza, NO, n MNP — Ha 12%, NH — Ha 6%
npu ymMeHblUeHUN napameTpoB Pgl, Ha 68%, MY —
Ha43%, B3 — Ha 36%, HCys — Ha 40%, B — Ha 31%.

MIA conpoBoXaaeTcs NMoBbILLEHNEM COAEPXKa-
Husa B kposu ET1 B 2,1 paza, NO, — Ha 8%, cGMP —
Ha 12%,0B —B 2,4 pas3a,MP —Ha 11% ulMH —Ha 7%
Npu CHUXeHUN KoHueHTpaumn HCys Ha 42%, Pgl, —
Ha 67%, NB — Ha 32%, MY — Ha 48% 1 BO — Ha 37%,
410 (KM+SD> 300p0BbIX) COOTBETCTBEHHO HAbNoaaeT-
cay96;45;55;99;50;61;68;32; 73; 97 1 54% 605bHbIX
(puc. 1 n 2). Anga I'MA xapakTepHO NOBbILLEHWE COAEP-
aHus B kposn ET1 B 2,2 pasa, NO, — Ha 94%, OB —
B 2,1 pasa, NP — Ha 18% npu CHNXXEHMN KOHLEHTpauum
HCys Ha 31%, Pgl, — Ha 74%, cGMP — Ha 40%, B —
Ha 27%, MY — Ha 31% 1 BO — Ha 42%, 4TO COOTBET-
cTBEHHO OTMevaeTcsa B 92; 85; 100; 50; 58; 62; 54; 81; 96
1 89% cny4aes. lNpumepHo kak 1 MIMA, SIMA CBONCTBEH-
HO MOBbILLIEHME coaepxxaHus B kpoeu ET1 B 2,2 pasa,
OB — B 2,4 paza u NH — Ha 10% npu CHMXEHUN YPOB-
HA HCys Ha 43%, Pgl, — Ha 67%, NB — Ha 31%, MY —
Ha 48% n B3 — Ha 27%, 4to onpepensetca B 100; 100;
74; 78; 33; 96; 100 1 37% HabnoaeHuin. Takum obpa-
30M, MIA, TTIA n 3MA oTnnyaloTcs Mexay coboin co-
OTBETCTBEHHO MOBbILLEHHbIMW, CHUKEHHBIMU U HEU3-
MeHeHHbIMK nokaldatenamm cGMP, ITIA, kpome Toro,
HOopMasbHbIMK 3HadYeHuamu MNMH, a 3MNA — NO, u MP.

OBCYXAEHUE

Mpo6bnema B1C (cBOe0bpasHbI ancbHanaHc mexay
Ba30KOHCTPUKTOPHbLIMU M Ba30aunaTaTOPHbIMU CUCTE-
MaMu) B NaToreHese COCyancTbix 3aboneBaHni npu-
obpeTaeT 0cobyilo akTyanbHOCTb. HapylueHne gyHk-
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ET1 ET1 ET1
MH TxA, MH XA, MH TxA,
ne /\ HCys ne /\ HCys ne /\ HCys
\l/; </ A/
B3 S ’\ Pgl, B3 N Pgl, B3 S X Pgl,
v ) v k /
ny NO, ny NO, ny / NO,
ne cGMP nse cGMP ns cGMP
(]} 0B 0B
MIMA MmaA AMNA
Puc. 1. Otnnuus nokasateneit 9PC n PCK'y 6onbHbix ANCA-CB 1 300poBbIx Ntofieid, koTopble npuHsTel 3a 100%
TxA,
Pgl, ') NO, ,k T1
NO, (
‘ k\ HCys cGMP " \‘ Pgl, HCys
B3 HCys B3
cGMP Pgl, cGMP
MIMA MA AMNA

Puc. 2. Yactota oTknoHenuit nokasateneit IOC n PCK y 6onbHbIX ANCA-CB 0T 3HaueHui y 300poBebix nofeit (<KM+SD>, %)

LMW 3HOOTENVS SBNSETCS NPEALECTBEHHMKOM MOsIB-
JIEHUSI CTPYKTYPHbIX U3BMEHEHNIN B COCYAUCTON CTEHKE.
MHorpa gaxe aHOOoTEeNUn paccMaTpmBaeTCa Kak ak-
TUBHbIN COCYOUCTbIN 3HOOKPUHHbBIN OpraH ¢ AuHaMun-
YeCKM N3MEHSIIOLLLENCS MOBEPXHOCTLIO, peakuuen ero
CTPYKTYPHbIX N DYHKLMOHANbHbLIX CBOMCTB Ha pas-
AnYHble cTUMyIbl. OgHUM N3 rNaBHbIX GaKTOPOB UHN-
unaumn 34C npu ANCA-CB MoXeT OblTb reMoanHa-
MUyeckasi CoCcTaBfsoLLas, kKoTopasi B Mectax Typoy-
JIEHTHOrO TOKa KPOBW HapyLlaeT HopMasibHOe (BOOSb
COCYZ0B) OPMEHTMPOBAHME SHAOTENMNANBHBIX KNETOK.
B cBoto ovepenp, naMeHeHnst GyHKLUNUM 3HO0TENVS
cnocobcTByOT HapylweHuam PCK, perynaumn cocy-
OMCTOro TOHyca 1 CoKpaTUTeNbHOW CNOCOOHOCTMN MU-
okapaa. B rmagkoMblLLIEeYHbIX KNeTKax CocyaoB 60sb-
Hbix ANCA-CB ryaHunaTumkiasa npespawlaeTt okcup,
asoTta B cGMP, ypoBeHb koToporo npu NMA cHuxaeTcs
COrnacHo HapacTaHuio KOHUeHTpauum ET1 B CbiIBOpPOT-
ke kpoBu. OQHOBPEMEHHOE UCCNeN0BaHME napame-
Tpos Basoamnaratopa cGMP 1 Ba30KOHCTpUKTOpa ET1
B HaCTOSILLEE BPEMS MCMNOMBL3YeTCs Ans oueHkn 3PC.

B pamkax 06Cy>XaeHNs1 MoNly4eHHbIX Pe3y/ibTaToB
nccnenoBaHns OTMETUM, YTO MOPaXeHne Muokapaa
npv MIMA oka3sbiBaeT OUCNEPCUOHHOE BIIMAHNE HA YPO-
BeHb B KpoBu HCys, koTophIN, kak n OB, 3aBUCUT OT 13-
MEHEeHUIN SHAOoKapAa 1 KianaHHOro annaparta cepaua.
HCys (amunHokmncnoTa, cogepxalias CynbpruapunbHyo
rpynny, NPOAYKT AEMETUNNPOBAHNA METUOHUHA) CHN-
TaeTcsa mapkepom BC. MMcTorpamMmmbl MHTErPabHbIX
napamMeTpPOB MOBEPXHOCTHbLIX CBOMCTB CbIBOPOTKM KPO-

BW Y TakMX MauMeHTOB NpeacTaBfeHsbl Ha puc. 3. Ecnu
y 60nbHbIX ITIA nopaxeHne M1mokapaa HMKak He oTpa-
xaeTcs Ha nokadatensix APC n PCK, To 0T USMeHeHW
3HaoKapda v KanaHoB cepaua 3aBuUcaT 3HadeHus MY
CbIBOPOTKM KPOBU, 4TO NpoaemMoHcTpuposan ANOVA.
KomnoHeHTa MY npmnyactoTe 1 pagnaH/c Ha GoHE CHU-
XEHMS COAEPXaHNS B CbIBOPOTKE KPOBWU cypdakTaH-
TOB (NOBEPXHOCTHO-aKTUBHbIX BELLECTB) NPaKTUYECKM
He n3MeHsieTcs, Toraa kak npmyactore 0,1 pagnaH/c —
OTYeTNMBO CHUXaeTcs. CneposatenbHO, U3MEHEHUS
KOHLIEHTPALMIN MOBEPXHOCTHO-aKTUBHbIX BELLLECTB B Cbl-
BOPOTKE KPOBU NO-pasHoOMy BAUGIOT Ha [1Y. MNoBbiwe-
H1e KMCNOTHOCTK cbiBOPOTKM kpoBu npu ANCA-CB 6y-
LEeT ycunueaTb ynpyrme (3nactuyHble) CBOWCTBA No-
BEPXHOCTW BCNEOCTBME YCUNEHWNS 3NIEKTPOCTATUYECKNX
B3aMMOEeNCTBUN, KOMMEHCUPOBAHHbIX 419 yMEHbLLEe-
HUS BHYTPUMOJIEKYNAPHOW accoumaumn.

M3MeHeHUs CO CTOPOHbI 3HAOKap4a v KfanaHHoro
annapara cepaua onpeaensoT KOHLEHTPaLNY B KPOBU
605bHbIX ATMA MNMH cbIBOPOTKMN KPOBU, KOTOPOE SIBNSIET-
CSl BXXHEWLIEN TEPMOANHAMNYECKOM XapakTepucTu-
KO NOBEPXHOCTU pa3aena das n onpeaenserTca kak
paboTa 06paTMMOro N30TePMUYECcKOro obpa3oBaHNs
eauHMUBI Nnowanv atom nosepxHocTu. NH npasomep-
HO paccMaTpuBaTth Kak Cuy, AEeNCTBYIOLLYIO HA eau-
HULY OJIMHbI KOHTYPA NOBEPXHOCTU N CTPEMSILLYIOCS
YMEHbLUNTbL NOBEPXHOCTb A0 MUHUMYMA Mpuv 3aaH-
HbIX 06beMax a3, kak Mepy HEKOMMNEHCUPOBAHHO-
CTU MEXMOJEKYSISIPHbIX CU1 B MOBEPXHOCTHOM (MeX-
dasHoM) croe.
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257,7501-1,5207*x-20,6111*y+0,0171*x*x+0,0979*x*y+0,4088*y"y

230,8737-20,1516*x-9,9732%y+0,2071*x"x+0,6992°x*y+0,0402%y*y

be3 kapduonamuu

C kapauonaTtuen

Puc. 3. F'uctorpamMmbl HTErpanbHbIX MOBEPXHOCTHBIX BS3KOYNPYriX CBOMCTB KpOBM Y 60nbHbIX MITA

Y 6onbHbIX MIMA HabnoaaeTcs AMCnepcmMoHHOE Bn-
SIHME Ha pa3BUTNE HapYLLEHWIA BO3OYAMMOCTM MMOKap-
na napameTpos NMH KpoBW, Ha N3MEHEHNS INeEKTPUYE-
CKOW MpoBOAMMOCTM cepaua — nokasarenen MNB, B3
n MNP, Ha pa3mepsl kamep cepaua — OB, Ha cucTonu-
Yyeckyo AncohyHkumio nesoro xenynoyka — NO, n B3,
Ha guactonuyeckyto — cGMP. Pasmepbl kamep cepa-
ua npu IMA TecHo cesi3aHbl € ypoBHAMU [TY n NP cbiBo-
poTku KpoBu. Kpome Toro, ot MY 3aBnCAT HapyLueHus
3NEKTPUYECKON NPOBOANMOCTI CepaLia 1 ero knanaH-
HOro annapara, a ot NP — Bo306yaMmMocTn Mmokapaa.
Y 60nbHbIX A Ha M3BMEHEHUS 3NEeKTPUYECKO NPOBO-
OMMOCTK cepaua okasblBaloT OCTOBEPHOE BAUSHME
napameTpbl OB 1 INMH kpoBK, Ha COCTOSIHKE KlanaHHOIro
annapata — KoHueHTpauuu TxA, n HCys, Ha pa3mepsbl
Kamep cepaua — ypPOBEHb QHAOTEIMHEMUN.

Y 60nbHbIX MINA nokazaTtenu HCys BavsiioT Ha napa-
MeTPbl KOHEYHO-ANACTONYECKOro pa3mepa npasoro
Xenynooyka cepaua v IEr04HOro CocyaucToro conpo-
Tnenexus (JICC), Pgl, — Ha paamepbl MOIOCTM IEBOIO
npeacepans (MJ1M) n cootHowenwne JICC k nepudepu-

ET1
MH TxA

2

o
/

NO

~N— / 2
nBe cGMP
OB

Puc. 4. Otnnung nokasateneit 3OC u PCK y 6onbHbix IMA ¢ kapanona-
THeii n 6e3 nopaxeHns cepaua, kotopble NpuHaTh 32 100%

yeckomy (JICC/INCC), NH — Ha paBneHne B Nero4yHom
aptepumn, NO, — Ha dpakumio BeiOpoca KpOBM NIEBLIM
Xenygo4kom. Ha puc. 6 n 7 npeactaBneHbl KOppens-
LLMOHHbIE CBA3M YPOBHS MPOCTALNKIIMHEMUM C pa3Me-
pamu MJ1M v napametpamn JICC/MCC. BbINOAHEHHBIN
ANOVA nokaabiBaeT npu [MA gucnepCcrnoHHoe BAnSHUE
Ha KOHEYHO-AMACTOINYECKNI 0OBbEM NTEBOMO XESYA04-
Ka ypoBHS B KpoBU TxA, n Pgl,, Ha KOHEYHO-CUCTONN -
Yyeckumih 06bEM 1 NONOCTL NPaBOoro xenyaoydka — ET1,
Ha anameTp yCTbs aopTbl — OB, Ha KOHEYHO-AnacTo-
nnuyeckuii paamep npasoro xenynoydka — HCys n NO,,
Ha JICC — lNB n NP, Ha ncxoaHbi AuameTp nieyveBon
aptepuu — NP, Ha AnameTp B npouecce Bazogmnara-
umn — Y. Y naupeHtos ¢ IMNA macca mruokapaa ne-
BOr0O XeNyao4yka 3aBUCUT OT nokasaTtess npocTaum-
KJIMHEMUU, MOJIOCTb NPABOro Xenyaoyka — OT YPOBHSA
B KpoBu cGMP, JICC — oT napamMeTpOB 3HAOTENNHE-
MUU Y HUTPUTEMUN, 3HAYEHNS SHOOTENNA3ABUCUMON
Bazogunaraumm — ot koHueHTpaummn ET1 n TxA,.

B BbIMONIHEHHOM KOPPENSLMOHHOM aHaNn3e He Bbl-
SIBJIEHO JOCTOBEPHbIX CBA3EN MHAEKCA MHTErpanbHOMN

be3 kapanonatum = 18- 0,5 - normal (x; 6,3889; 1,2092)
. C kapawnonatweii = 13- 0,5 - normal (x; 4,5077; 1,5729)

2 3 4 S 6 7 8

Puc. 5. T'nctorpammel nokasarens HCys B kpoBu 60onbHbix SMA 6e3 no-
paxeHns ceprua (CBetnas Kpusas) 1 ¢ kapamonatueit (TemHas kpueas)
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Puc. 6. KoppensiunoHHble cBsi3u ypoBHS Pgl, B kKpoBU 60bHbIX MIMA
cnjn

TSXKECTM KapamonaTum ¢ OTOENbHbIMW NoKa3aTensiMmm
9PC n PCK y 6onbHbIXx MIMA. B cBOIO 04epenb, cTe-
NMeHb BbIPAXKEHHOCTM NATONOM MM CEPALLA U KPYTHbIX CO-
cynos npwu I'MA npamMo koppennpyeT ¢ napameTpamu
MNP, a npu 3MNA — ¢ ypoBHEM 3HOOTENNHEMUN. B KOH-
TEKCTE NOJIy4EHHbIX AaHHbIX CAENAHO cneayoLllee 3a-
KJIlOYeHMe, MMeLLEee NPaKTUYECKYIO0 3HAYMMOCTb!
MPOrHO3HEraTUBHbLIMU KPUTEPUSAMU B OTHOLLEHUN TSI-
XecTu nopaxeHus cepgua npu INMA ansaioTcsa noka-
sarenn NP >160 ¢, a npn MA ET1 >9 nr/mn (>M+SD
COOTBETCTBYIOLLMX OONbHbIX).

BbiBOAbI

Y 60onbHbIXx ANCA-CB HabntogatoTcs BblpaXXeHHbIe
HapywweHna 9PC n PCK, conpoBoxaatoLmecs auc-
6anaHcoM ypoBHel Ba30KOHCTPUKTOPOB W BA304MU-
naTaTopoB, UBMEHEHUAMU BA3KMX, YMPYrmX, BA3KO-
3NaCTUYHbIX, PENAKCALMOHHbIX 1 MEX(MA3HO-aKTUBHbIX
CBOWCTB CbIBOPOTKW KPOBU, @ OTAENbHbIE HO30/10r1mn
OTAnYaloTCA Mexay cooom nosbilleHHbIMU (MITA), CHUX-
XeHHbIMK (I'TIA) n Hem3meHeHHbIMK (SMNA) nokasaTte-
nammn cGMP, HopmManbHbIMy 3HaveHsaMK INMH npu A,
NO, nTIP npu 3rA, 4TO 3aBUCUT OT NOPaKEeHUI cepaua
(y 60onbHbIX MINA 0TMeEYaeTcs BAMSIHUE Ha coaepxXaHne
HCys n OB, ITIA — Ha NB, MY n P, 3INA — Ha HCys,
cGMP u MH), a 34C u caBurn puU3nNKo-XMMmNHECKNX
CBOWCTB KPOBW y4aCTBYIOT B MaTOreHe3e kapamoapuT-
MUU, ANCHYHKLMN MMOKapaa, U3MEHEHWIN pa3MepOB
Kamep 1 knanaHos cepgua. NporHocTn4eckom aHauu-
MOCTbIO MOryT 06nagath nokazatenn NP M ET1, cooT-
BeTCTBEHHO npu TIA n 3MA, Kak KpUTepun TIXKECTU
nopaxeHus cepaua.
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ENDOTHELIAL FUNCTION OF BLOOD
VESSELS AND BLOOD RHEOLOGY
IN ANCA-ASSOCIATED SYSTEMIC
VASCULITIS

0.V. Syniachenko, T.B. Bevzenko,
M.V. Yermolayeva, L.V. Sedaia, Z.V. Malakhova

EHOOTENIAJIbHA ®YHKUIA CYOUH
| PEOJTOIYHI BJIACTUBOCTI KPOBI
NMPU ANCA-ACOLLINOBAHOMY
CUCTEMHOMY BACKYJITI

O.B. CuHssyeHko, M.B. EpmonaeBa,
T.b. beB3eHko, J1.B. Cena, XX.B. ManaxoBa

Pe3iome. MeTa i 3aBAaHHSI AOCIAKEHHS: BUBYUTU
KJIIHIKO-NaToOreHeTuyYHy 3Ha4qylLLiCTb eHAoTeiallb-
Hoi pyHKUiT cyamnH (E®DC) Ta peosorivHnx Bnactu-
BocTev cupoBaTtku KpoBi( PBK) npv mikpockoniyHo-
my nonianriiti( Mr1A), rpaHynemartosi 3 nosiaHriitom
Berenepa (IT1A) Ta e031MHOQIILHOMY MOliaHrii-
7i Yepaxa — Ctpocc (ElA). Matepianv 1a meto-
an. ObceTexeHo 129 xBopux Ha CUCTEMHUI Bac-
KYJiT, acouivioBaHui 3 aHTUHEATPOPIIbHUMU LIN-
ToriasamatndHumm aHtutinamm (ANCA-CB) (59%
3MIIA, 20% — 3 TIA 1 21% — 3 El1A). Cepes ycix
nauieHTiB 47% cTtaHoBWIM 4O10BIKU | 53% — XIH-
Kn. 1-vi CTyrniHb aKTUBHOCTI 3aXBOPIOBAHHS BUSIB-
neHo y 10% xBopux Ha ANCA- CB, 2-1i — y 35%,
3-11 — y 55%. ANCA Bu3Ha4eHo B c1pOoBaTLi Kpo-
Biy 74% xBopux Ha MIA, y 79% — Ha TIA | 44% —
Ha ElA. E®C ouiHoBanm 3a piBHIMY eHA0Tei-
Hy-1, TPboMb6okcaHy-A,, romoumncteiHy (HCys),
npocrtauuknidy, Hitputie (NO,) Ta UnkaiYHoro ry-
aHo3nHmoHogocparty (cGMP), a PBK — 3a napa-
meTpamu 06°’emHoi B’ss3kocTi (OB), noBepxHeBu-
My 3Ha4deHHsIMu B’s3kocTi (M1B), npyxHocTi (111),
penakcauii (IP) i Hatary ([H), a Takox moayss
B’a3koenactmnyHocTi. Pesyabtatn. ANCA-CB cy-
NpOoBOAXYIOTbCS AncbaiaHCOM Yy KpPOBi PiBHIB Ba-
30KOHCTPUKTOPIB | Ba3oanaaratopis, 3MiHamMu
B’I3KUX, MPYXHUX, B’SI3KOEaCTUYHUX, peJsiakca-
UiVIHNX Ta MiXKa3HO-aKTUBHUX BACTUBOCTEN CU-
POBAaTKn KPOBI, & OKPeMi HO30J10rii BiAPI3HSIIOTh-
cs1 Mk coboro niasuiieHumu (MIIA), 3HUXeHuMn
(I'TIA) Ta HeamiHeHumu ( ETIA) nokasHukamu cGMP,
HopmasibHUMy 3HadyeHHsImMu [H npu TTIA, NO, i [P
rpu ETTA, o 3anexuTs Bif ypaxeHb cepusi (Y XBO-
pux Ha MIA Big3HayaeTbcs BriavB Ha BmicT HCys
OB, IMIA—nrallB, l1illP, ENNA — Ha HCys, cGMP
TallH), a eHgoTeniasibHa ANCOYHKLUIS CYanH i 3py-
LLIEHHS1 Di3NKO-XIMIYHUX BIIACTMBOCTEM KpoBi be-
PYTb y4acTb y PO3BUTKY KapaioapuTMii, ANCOYHKLIT
miokapaa, 3MIiH PO3MIpiB Kamep i KiaraHis cepLs.
BucHosku: y xBopux Ha ANCA-CB crioctepiratotscs
BupaxeHi nopyLueHHs EQC i PBK, siki 6epyTb y4acTb
y natoreHe3si 3axBoproBaHhb.

Summary. The purpose and objectives: to study
the clinical and pathogenetic significance of vas-
cular endothelial function (EFV) and the rheologi-
cal properties of blood serum (RPB) in microscopic
polyangiitis (MPA), Wegener’s granulomatous poly-
angiitis (GPA) and eosinophilic polyangiitis Churg —
Strauss (EPA). Materials and methods. 129 patients
with ANCA-SV, among which 59% with MPA, 20%
with GPA and 21% with EPA were examined. There
were 47% of men and 53% of women among all pa-
tients. First degree of disease activity was present
in 10% of patients with ANCA-SV, Il — in 35%, the
II1—in55%. ANCA in serum are found in 74% of pa-
tients with MPA, in 79% with GPA, and 44% with EPA.
EFVwas assessed by levels of endothelin-1, throm-
boxane-A,, homocysteine (HCys), prostacyclin, ni-
trites (NO,) and cyclic guanosine monophosphate
(cGMP), and the RPB — with the parameters of the
volume viscosity (W), the surface values of viscos-
ity (SV), elasticity (SE), relaxation (SR) and tension
(ST) and viscoelasticity modulus. Results. ANCA-SV
are accompanied by an imbalance in blood levels
of vasoconstrictors and vasodilators, changes in
viscous, elastic, viscoelastic, relaxation and inter-
face-active properties of serum, and some nosolo-
gies differ with each other by increased (MPA), de-
creased(GPA) and unchanged(EPA) parametres of
cGMP, normal values of ST in GPA, NO, and SR in
EPA, depending on the damage in the heart(in pa-
tients with MPA is marked the influence on the con-
tent of HCys and WV, in GPA — on SV, SE and SR,
in EPA — on HCys, cGMP and ST) and endothelial
vascular dysfunction and shifts of physicochemical
properties of blood are involved in the development
of arrhythmias, myocardial dysfunction, changes
in the size of chambers and heart valves. Conclu-
sions: there are marked violations of EFV and RPB
in patients with ANCA-SV, which are involved in the
pathogenesis of diseases.

Key words: systemic vasculitis, vessels,
endothelium, function, blood, serum, rheology.
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