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B3AEMOS3AJIEXXHICTb MIX
KJIIHIYHUM NEPEBIFOM
CUCTEMHOI CKNEPOOEPMII

TA CTAHOM ®IBPUHOHEKTUHY,
CTYNEHEM NOIro ®PArMEHTALLII

Pesome. ObcTexeHi 22 nauieHTku i3 cuctemMHoro cknepoaepmieto (CCL)
Bikom 19-53 pokiB 3 TpuBarnicTio 3axBoptoBaHHs1 2—12 pokiB I-Il cTyrnieHs ak-
TUBHOCTI 3 BicLiepasibHUMU rposiBamu 3 60Ky JiereHb, HUPOK | 3 apTepiasibHO
rinepTexsieto. JocniakeHo piseHb QibpuHOHEKTUHY (PH), LMpKYIORYNI iMyH-
Huvi komrnekc (LK), ctyniHb 38°93yBaHHs PH 3 IgG Ta ioro ¢oparmeHTaLiero.
BukopucTtaHi metoamku xpomartorpagii Ha npoteiH-G-cepaposi Ta
XenatnH-arapoasi, iMyHobJ10T Ta iMyHOpepMeHTHu aHanis. lMpu CC/L
BU3HAYEHO niaBuLLIeHHs criBaiaHoLLeHHs DH/IgG 6inbLue HiX y 4 pa3u y cknagi
®H — IgG-Kkomriiekcis rnopiBHSIHO 3i 30P0BUMM 0CObaMU. YacToTa BUSIB/IEHHS
¢parmeHTis ©HYy nnasmikposi, cknagilllKacouitoBanacsi 3 KiiHiYHM nepebirom
3axBOPIOBAHHS, HACaMINepe B Aiarna3oHi HU3bKOMOJIEKYISIPHX ppakuiv. [Mpuv
rinepTeH3sii B IereHeBIvi apTepii 3apeecTpoBaHO BiACYTHICTb y M1a3mi KpOBi
pparmeHTis PH 3 M 110— 100420 M 35-20 k/]a, npu ypakeHHi HMPOK BiaroBiagHO
M 110-100 ta M 59-20 k/]la. 3miHn y cknagi pparmeHTiB @H, 38°13aHnx 3 I9G,
mMasv npoTUAEXHUA xapakrep. [NpoBeaeHe AOCHAXEHHS MOXE CBIA4YNTU
PO NepcrneKTUBHICTb NOAaJIbLLIOO0 BUBHEHHS rlikonpoTteigy ®H Ta rioro
pparmeHTavivi npy CCL ik MOXJIMBOIro MapKepa rporHo3y K/iHiHHOro nepeoiry

3axBOPHOBAHHA.

BCTYN

CuctemHa cknepogepmia (CCL) ooci 3anuiiaeTb-
CS1 HEBUPILLIEHOIO NMPOBNEMOIO Cy4aCHOI peBMaTosorii
LLLOA0 MEXaHI3MIB PO3BUTKY 3aXBOPIOBAHHS, a4eKBaATHUX
3axogiB nikyBaHHs Ta npodinaktukm (Kosanexko B.M.,
LLly6aH.M., 2002). B naToreHesi Bia3Ha4yatoTb XPOHiYHe
iIMyHOKOMIMJIEKCHE 3anasneHHs, akTnaaujto pibpo30yTBo-
PEHHS Ta nopylleHHsa Mikpouupkynauii (Mycesa H.I.,
1995), B KNiHiYHOMY Nepebiry — pPi3HOMaHITHICTb NMpo-
agiB. Cnig Big3HauYNTU, WO YPaKEHHS MEBHUX CUCTEM
OpraHi3my, 30KpemMa HUPOK, JIEreHb, MA€ BU3HAYATbHUIA
XapakTep WO NMPOrHO3Y XUTTA NaLLIEHTIB, TOMY BU3Ha-
YEHHS MapKepPiB PO3BUTKY Pi3HUX KITHIYHUX BapiaHTiB
CC/L, moxe byTr nepcrnekTMBHUM 415t NoOy10BUY TaKTUKM
NiKkyBaHHs i npodinakTmku.

OcTaHHIM YacoM 3’ABNSETLCA 3aIHTEPECOBAHICTb LLIOAO
BMBYEHHSI posti hibprHOHeKTUHY ((PH) B po3BUTKY iMyHO-
MaToorivyHVIX MPOLECIB, ane AaHi woao xsopux Ha CCLL
CynepeyunnBi i CTOCYIOTbCS INLLE KOHLIEHTPALIi y nia3mi
kpoBi (Masena M.A., 1981; BacunbeB C.A., 1994).

®H cuHTE3YETLCA KNITUHHUMN efleMEHTaMU Cro-
JIY4YHOI TKaHUHW, GOPMYE KIIITUHHUIA MATpPIKC i 3any-
Ya€eTbCS B NATOreHe3 CUCTEMHMX 3aXBOPIOBaHb CMO-
JIy4HOI TKaHNHKU, 3okpema CC/, (Mybcbkuin KO.1., 2000).
Ocob6numBoi yearu 3acnyroye 3aatHicTe PH B3aemopjs-
TV 3 iIMyHOrnobyniHaMmm Ta 6paT y4acTb B YTBOPEHHI Ta
eniMiHavii uMpkynoynx iMyHH1X komnnekcis (LIK),
HaLJIMLLIOK SIKUX XapakKTepHUI NPY ayTOIMYHHNX 3aXBO-
ptoBaHHsx (Bacunees C.A., 1994)

CtpykTypy ®H pocutb nobpe BMBYEHO: KOXHA
3 IBOX CYOOAMHULL MONEKYIIN Ma€E MOJIEKYIIPHY Macy
220-250 kdai cknagaeTbCs 3 TPLOX TUMIB MOBTOPIB aMi-

HOKMCIOTHMUX NocnigoBHocTeN. OCTaHHI opraHi3oBaHi
Y GYHKLIOHANBHO aKTUBHI JOMEHU, AKi 3B’A3YI0Tb NEBHWNM
nirana: konareH, renapuvH, AHK Towo (MeneweHko I'.6.
Ta cnieaBT., 2004). [ingHKn Mixk AOMEHaMM YyTNnBI 00
Aii npoTeas, TOMy Mpu Pi3HWX NaToNoriyHMUX CcTaHax,
NOB’A3aHNX 3 aKTUBALIEID NPOTEONITUYHNX CUCTEM
KPOBI, Ta B TKAHWHHUX CEPeaoBuLLAX 3’ ABNAIOTbCS
dparmeHT OH 3 BU3HAYEHOO MOSIEKYISIPHOK Macoto
(Saito S.N. etal., 1999; Tchogonnava E. et al., 2001).
3ayBaxummo, WO Ui dparMeHT NposBAsioTb CaMo-
CTiliHy Bi0NIOriYHY aKTUBHICTb, IHKOM 30BCIM iHLLY, HiX
y cknagi HaTtuBHoro ®@H: xxenaTtnHoO3B’A3yBasibHUN
dparmeHT OH 50 k[da nigBuLLyE akTUBHICTb NPOTEiHA3
i BMEHLUYE CUHTE3 NPOTEIHrNiKaHIB Ta 3arafbHuX BinkiB
(Homonberg C., 1999), cnocTepiraetbcs CTUMyNSAL,s
kaTaboniyHux npouecis. Mpu LUbOMY cnif, o4vikyBaTu
3MiHM B3aemogii @H 3 imyHornobyniHamm, ockinbku yT-
BopeHHs PH-imyHornobyniHosmx (PH — IgG) komnnek-
CiB cnpusie, 3 0HOro 6OKY, 3HUXEHHIO MPOTEONITUYHOI
akTUBHOCTI dparmeHTiB PH, a 3 iHWOro — enimiHauji
LIIK 3 kpoBoO0Giry (MeneweHko I'.B. Ta cnigasT., 2004).
OpHak e acnekT 3aIMWAETbCSA HEBUBYEHVM.

MeTa pocnigpkeHHss — BU3HAYEHHS CTyneHs ¢par-
MeHToBaHocTi PH, 3gaTHOCTI dparmMeHTiB B3aeMOoAiATh
3 1gG Ta B3aeEMO3B’A30K i3 KJliHiYHMM nepebirom CCL.

OB’EKT | METOOU

O6cTexeHi 22 xsopi Ha CCH, piarHo3 BepundikoBaHO
BiONOBIOHO A0 3arajbHO BU3HA4YeHnX kputepiie (Koea-
neHko B.H., Wy6a H.M., 2002) nicns kniHiYHoro, imy-
HOBIOXiMIYHOI O Ta IMYHONOTIYHOIO AOCNIAXKEHb, Bioncii
LIKipM 32 CTaHAAPTHUMKW MeToANKaMM. Y AOCNIOXKEHHS
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KATHIYHI AOCNIAXEHHS e

3any4deHi XiHk1 BikoM Big, 19 no 53 pokiB TpuBanicTio
3axBOpPOBaHHS Bif, 2 40 12 poKiB NPy akTUBHOCTI 3arab-
HOro npouecy I-1l ctyneHs; 6 nauieHTok 3 Audy3HOI
dopmoto CCL, 14 — nimiToBaHoto (3a Le Roy). Bcixeopi
[ann NUCbMOBY 3rofly Ha y4acTb Y AOCHIKEHHI. Mpun 06-
CTEXEHI BUSIBIEHO BiCLLEPasIbHI MPOSIBM 3aXBOPIOBAHHS:
ypaxeHHs cyrnobis — 50% (HeOeCTpyKTMBHWIA NoniapT-
puT); cepus — 42% (miokapaiocknepos); nereHb — 30%
(nereHeBa rinepTeHsisa, 6a3anbHUl NHEBMO}I6PO3);
HUpoK — 25% (rnomepynonarTisl), cUCTeMHa apTepiasb-
Ha rinepTeHdis — 30%. [1o 3anyy4eHHs B 0OCTEXEHHS
npotsarom 8—10 fj6 TakTnka nikyBaHHS He 3MiHIOBaNachb.
Ycim naujieHtam 3aincHioBann exokapgiorpadiyHe
[ocniopkeHHs cepus Ha anapaTi «Sonos-1000» 3 BU3-
Ha4YeHHsIM TUCKY B JIEFEHEBI apTepii 3a piBHEM peryp-
ritauii Ha TpMKycnnaanbHOMY KianaHi 3a 3arafibHon-
PUAHATOIO METOAMKOO, PEHTIEHOONYHE AOCAIIKEHHS
opraHis rpygHoi nopoxHuHu, EKI Ta ynbTpassykose
LOCNIOKEHHA HUPOK. KOHTPONLHY rpyny cTaHoOBUAU 5
MPaKTUYHO 300POBUX XKiIHOK, 3iCTABHMX 3a BIKOM.

[ns Bu3HayeHHs PH Ta noro dparmeHTaLi BEHO3HY
KpOB 3abupany BpaHLj HaTLLe B YHi(ikOBaHMX YMOBaXx.
BuaineHHs komnnekcis ®H — IgG 3 KoxHOro 3paska nnas-
MW KPOBI MPOBOAMIV 32 A0MOMOrOt0 adiHHOI XpomaTorpa-
dii HanpoTeiH-G-cedaposi TakenatnH-araposi. Hapuc. 1.
HaBeOEeHO OCHOBHI CTaHM Lporo npouecy. HassHictb OH
TalgGy 6inkoBux ppakujsx BU3Ha4am MeETOA0M iIMyHO0-
Ty 3 BUKOPUCTAHHSM CNeUU@IHHNX aHTUTIN, KOH’FOrOBaHMX

Mna3ma kposi

Xpomarorpadis
Ha npoteiH-G-cedaposi

i3 nepokcnaasoto XpoHy. KoHTposb BUAineHHs Binka
NpoBoAMIM Ha cNekTPOoPOTOMETPI «CD-26» NPU LOBXKMHI
xBuni 280 HM. BmicT ®DH y 6inkoBmx dpakLisix BU3Ha4anm
MEeTOAO0M iIMyHODEPMEHTHOIO aHai3y 3 BUKOPUCTAHHSIM
TecT-cuctemu («IMyHoTex», Pocis) Ta pakeTHOro iMyHo-
enektpodopesy. KinbkicTb iMyHOrTIoBYniHIB Y Nnia3mi KPoBi
ouiHoBanm Metoaom IPA 3 BUKOPUCTAaHHSIM TECT-CUCTE-
Mu («'paHym», YkpaiHa), a TakoX METOO0M iMyHOTYp6O-
ONMETPIl 3 BUKOPUCTaHHAM TecT-Habopy («Human», Hi-
MeuumHa). DparmeHTr GH Br3Ha4Yanm metTogom western
blod nicna enektpodopesy 3a metogom U. Laemmli. ns
HeraTMBHOMO Ta NO3UTUBHOIO KOHTPOO Ans PH nnasmm
KPOBI JTIOANHN BUKOPUCTOBYBaIU BiAMOBIAHI CTaHOAPTH
i3 TecT-Habopy IDA-PH («ImyHOTEX>», POCis1). BusHauYeHHs
KinbkocTi LK npoBognnu 3a metogom lMNEM-npeupnitauii
3a mogmoikauieto I1.B. Ctpydkoa (1985). Ak kanibpatop
BMKOPUCTOBYBaJIM TEPMOArperoBaHi iMyHOrnobyniHu.
CratnctnyHy 06pobky pesynbTaTiB AOCHIMKEHHSA NPO-
BOOMIN 3 BUKOPUCTAHHAM NapaMeTpPUHHOrO KPUTEPIto
CTblofeHTa Ta HenapameTpUYHOro kputepito Binkokco-
Ha — MaHHa — YiTHi.

PE3YJIbTATU OOCNIAKEHHYA

TATX OBFrOBOPEHHS

Y Halmx nonepenHix 40CiIKEHHSX BCTAHOB/EHO, LLIO
piBeHb PH y nnaami kpoBixBoprx Ha CCL, He Biopi3HAETLCA
Bi/1 NPaKTUYHO 300POBMX OCIO Ha DOHI MiABULLIEHHS BMICTY
IgG Ha 59% (p<0,05) (Kypsata O.B Ta cnigagr., 2003).

EBonwouyis rniymH-HCI — 0,1 M, pH 2,8
*
Jianiz npotu 3P, 14 rog

®pakuia F2

Xpomarorpadis

Y

®pakuia F1

<_XpomaTorpacbisl
Ha XenaTuH-araposi

> ®pakuia F7

Eontouist Tpuc-HCI — 50 MM, pH 7,4,

Ha XenaTuH-araposi

> ®pakuis F3

wo mictutb NaCl — 0,5 M

EBonioyis Tpuc-HCI — 50 MM, pH 7,4,
o mictuts NaCl — 0,5 M

> ®pakuis F8

> ®pakuis F4

Eontouist Tpuc-HCI — 50 MM, pH 7,4,
wo mictutb NaCl— 1 M

EBonouis puc-HCI — 50 MM, pH 7,4,
o mictuts NaCl — 1 M

Y

®pakuia F5

> ®pakuis F9

Esomouis Tpuc-HCI —50 MM, pH 7,5,
11O MICTUTb Ce40BUHY — 4 M piani3
npotn 3®P, 6 rog

Y

®pakuis F6

Egoniouis Tpuc-HCI =50 MM, pH 7,4,
L0 MICTUTb CeY0BUHY — 4 M piani3
npotn 3OP, 6 rog

®pakuia F10

Puc. 1. Cxema oTpumanHs BinbHoro ®H ta ®H-imyHornoGyniHoBux komnnekcis. Mpumitku: F1 — Binku, wo He mictatb IgG; F2 — iMyHHi komnnekcy;
F3—F5 — 6inku, 0 He 3B’'A3yi0Tbcs 200 CNabo 3B’A3yl0Tbes 3 XenatuHom; F6 — ®OH, 3p’asanuit 3 IgG; F7—F9 — 6inku, 1o He 38’A3yioTbcs 260 cnabo

3B’93y10TbCs 3 XenatuHoM; F10 — BinbHuit OH.
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A K TTHIYHD pocnipXEHHS

3a pesynbTatamu gocnigxeHHsa dpakuii F6
3apeecTPOBaHO BiporigHe NiaBULLEHHSA KiNbKOCTI
®H (3,10+0,28 mkr/mn) Ta IgG (10,01+0,95 r/n) Ta
cnieeigHoweHHs ®H — IgG (0,36+0,04) B 4 pasu
NMopiBHAHO 3 HOpMoOltO BianoBiaHo: ®H — 0,390+
0,033 mkr/mn (p<0,01);1gG — 4,74+0,32r/n (p<0,01);
®H — IgG mkr/mn — 0,090+0,005 (p<0,01). MNigBu-
weHHsa BMmicty ®H y cknaai komnnekcie ®H — 1gG
MOXE CBIg4YMTM NPO NigBuLLeHHs IgG — 3B’ A3yBanbHOI
akTnBHocTi ®H 3a ymoB 3ananbHOro npouecy. biono-
riyHni ceHc ¢ppakuii F2 i F6 nonarae B Tomy, L0 BOHN
[EMOHCTPYIOTh, SIK BiOyBaeTLCA POPMYBaHHS IMYHHMX
Ta ®H — IgG-komMnnekciB Npu 3ananexHi. Y nirepaTtypi
3Haxo4AuMO MNiATBEPAXEHHS 36iNbLIEHHS KiNbKOCTI
komnnekcis PH — IgG; PH — dibpuH, PH — C, g npwm
iMyHOKOMMNIeKCHUX xBopobax (Bacunees C.A., 1994).
Bzaemopis ®H 31gG moxe BigdyBaTMcs BHACNiIOOK
YTBOPEHHS KOMMAEKCY aHTUIFeH — aHTUTINO abo
3B’A3yBaHHS arperariB iMyHOrnobyniHie npu ix ¢paro-
umTosi. Pesynbtatn AOT-aHanidy, ae g9k ctaHOapTw
BUKOPUCTOBYBanu ouneHnin @H («Sigma», CLLUA),
He nigTBepaMnn HasBHOCTI aHTUTIn y @H npn CCL
(Menewexko I'.b. Ta cnieaBsT., 2003).

MeTonooM iMyHOBNOTY BCTAHOBIEHO BiAMIHHICTb
dparmeHToBaHocTi ®H npmn CCL, Big HopMu: y nnaami
KPOBi XBOPUX BUSIBNIEHO CEPEAHBO- Ta HU3bKOMOJEKY-
napHi dparmeHTn OH, 3okpema 3 M 120; 75; 55-60;
45 ta 35 k/[la, gKi BiACyTHI B KOHTPOJ, @ TAKOX 3HA4YHE
MiaBULLIEHHS YaCTOTU BUSIBNIEHHSA ¢pparMeHTiB M 160—

100
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60 A
50 1
40 1
30 1
20

b b P

R R R S AR S AR A AR SR RS |

N O

YacTota BUSIBNEHHS, %

PI] B A i)

175 kda (MeneweHko I'.B. TacniaeT., 2003); y cknagij
komnnekcie ®H — IgG cnocTepiraeTbCs NiaBULLEHHS
4acToTM BUSIBNIEHHS Malixe Bcix dparmeHTiB PH,
kpim 190-160 Ta 49-40 k[a. BUHUKHEHHSA OKpPEMUX
dparmeHTiB PH y kposi xBopux Ha CCL, moxe ByTun
Hacnigkom akTmBauii NPOTEONITUYHNX PEPMEHTIB
nnasmMm KpoBi Ta eKCTpaLenioNsapHOro MaTpukcey.
Hanpwvknap, sBuasneHi ¢parmentn 3 M 160-175 k[,
Ta 120 kJa MOXyTb YyTBOPIOBATUCHA NPU LLEMIEHHI
TepMani3MHOM Ta KoarynsuinHummn pepmeHTamMmm
(Pankov R., Yamada K.M., 2002), a pparmeHTnn M 75,
55-60; 45 1a 35 k[la — 6yTn NnpoaykTamu Aii KaTencuHy
[, enactasu, TPUNCUHY, XUMOTPUMNCUHY Ta TepManiau-
Hy (Savill C.M. et al., 1986; Oho S. et al., 1995).
Hamu npoaHanizoBaHo cnekTpanbHUA cknapg,
dparmeHTiB PH y dppakuisx F1 F2 Ta F6 3anexHo Big,
xapakTepy BicLiepasibHux nposisis CCLL: ypaxeHHs ne-
reHb (rinepTeHsisa B nereHesiit apTepii, NTHeBMo@iopo3);
CcUcTeMHa apTepianibHa rinepTeH3is Ta ypaXKeHHs HUPOK.
Y xBopux Ha CC, npv nereHesin rinepTeHsii Ha BIoMiHY
BiL KOHTPOJIbHOI FPYNKY B MN1a3Mi KPOBi BU3HAYEHO 3HU-
>KEHHS1 YaCTOTU BUSIBNIEHHS pparMeHTiB B Aiana3oHi Big, M
150 no 35-20k/[1a, B TOV Yac ik Npu HAssBHOCTi CUCTEMHOI
apTepianbHOI rinepTeH3ii PO30IKHOCTI 3 NPaKTUYHO 300-
poBMMIM 0cobamu BigdHavanv nmLe B giana3oHi M 80-75
i 35-20 ka (puc. 2). CuctemHa apTepianbHa rinepTex-
3i9, HaBnaku, acouiioBanacb 3i 3POCTAHHAM CTyneHs
dparmenTauji ®HM 175-160; 140-130; 120 kda. PisHu-
us 'y cknagi pparmenTie @H B iMyHHMX komrinekcax (F2)

]

10 1
220  190-180 175-160 150  140-130 120

110-100  95-90

80-75  72-60  59-50

49-40

MonekynsipHa Maca coparmeHTis, k[a

|l Hopwma [ JlereHeBa rinepteHsis [E1 AptepianbHa rineptensis O JereHesa + aptepianbHa ringprexsis |

Puc. 2. YacToTa BusiBneHHs dpparmenTis BinbHoro ®H y nnasmi kposi 300poBux LOHOPIB Ta xBopux Ha CCL,

100 1 5%
90 | I
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YacToTa BuABNEHHI, %

T

220 190-180  175-160 150 140-130

120 110-100 95-90 80-75 72-60 35-20

MonekynsipHa maca, k[a

| Hopma P Jlerenesa rineptensis I AptepianbHa rineptensia El JlereHeBa + apTepianbHa rineprexsis |

Puc. 3. Yactota BussnenHs dparmentis OH B imyHHUX komnnekcax (dpakuis F2) y nnasmi kposi 340poBux A0HOPIB Ta xBopux Ha CCL,
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KAITHIYHI AOCNIAXEHHS M

Midk CC/1, Ta HopMoto Byria MeHLL BUpPaXKeHO MOPIBHSAHO
3 M1a3Molo KPOBI: JIereHeBa rinepTeHsis acoLoBanacs
3 BiACYTHICTIO Y XBOpUX pparmeHTiB M 80-75; 72-60 ka,
apTepianbHa rinepTeHsis — 3 NiABULLEHHSAM dparMeHTiB
M 110-100 k[a (pwc. 3).

FnomepynsapHi 3MiHM 3 60ky HUpok nNpu CCL, aco-
uiroBanmcs 3 BiacyTHicTio dparmeHTis @H Big M 59-50
0o 35-20 k[a y nna3mi KpoBi NauLiEHTIB MOPIBHAHO
3 KOHTPOJILHOIO FPYMOK0 Ta 32 YMOB BiACYTHOCTI O3HaK
MOLUKOAXEHHS HUpok npu CCL, (puc. 4), neBHUM 306ib-
LweHHsaM pparmenTis M 175-160; 140-130 k[a. Y cknagj

100 1 s
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< 70 e
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s 40 1 ;§ Z
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g % . 7
0|l .
. i
1018 0 .
0 . . % %
220 190-180 175-160 150  140-130 120

110-100 95-90
MonekynspHa maca cpparmenTis, k[a

IMYHHMX KOMIMJIEKCIB 3a3Ha4€Hi 3MiH1 HOCUNKW AncoLLia-
LINHNIM XapakTep: 3HVKEHHS YaCTOTU BUSIBNEHHSA dpar-
MEHTIB NMpu ypaxkeHHi HMpok — M 190-180; 175-160
k[a, BiocyTHicTb M 72-60 k[a Ta nigBuLLeHHs YacToTn M
110-100 kda (pwvic. 5). BinbLu BUpaxeHWi xapakTep 3py-
LUeHb BUSIBNIEHO Y cnekTpi pparmeHTiB PH, 3B’a3aHOro
3 1gGy nnaami kposi (F6) nopiBHsAHO 3 dpakuieto F2 (puc.
6): NiABULLEHHS YaCTOTU BUSIBIEHHS LLLOAO HOPMW Mpu
YPaXKeHHi HUPOK B HU3bKOMONEKYNAPHOMY Ajanas3oHi M
49-40; 35-20; 19-15«/da i, HaBNaku, 3HXXEHHS B fja-
na3oHi M 190-180 ta 175-160 ka. OTxe, 3MEHLUEHHS

O R R R N T O AR

| 1

35-20

80-75  72-60  59-50  49-40

W Hopma [ MOWKOMKeHHs HUPOK be3 noLwKomKeHb HUPOK |

Puc. 4. YacToTa BusiBneHHs dparmenTis BinbHoro ®H y nnasmi kposi 300poBux fLoHOPIB Ta xBopux Ha CCA,
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Hopma FIMowkomkerHs Hupok [ be3 nowkomkeHb HI/Ip0K|

Puc. 5. Yactota BussnexHs ¢parmentis OH B iMmyHHNX Komniekcax (ppakuis F2) y nna3mi kposi 300poBKx A0HOPIB Ta xBopux Ha CCJ,
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Puc. 6. YacTota BusiBnenHs dparmentis OH, 38’93aHoro 3 imyHornobyniHamm G, y nna3mi Kposi 340p0OBMX AOHOPIB Ta xBopux Ha CCJL
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A K TTHTYHD pocnipXEHHS

peecTpauii pparmeHTiB PH y HU3LKOMOSIEKYNSIPHOMY
Aiana3oHi B Na3mi KPOBi aCOLIOETLCA 3 iX BiANOBIAHUM
36inbLUeHHsaM Y cknaai IgG, To6Tto dH moxe 3abeane-
yyBaTn dopmMyBaHHS Ta KnipeHc LK. 3aBaskun BUcokin
cnopigHeHocTi oo C1g @H nna3mm KpoBi BKIOHAETLCS
0o cxnaay LK cnpusie ix dikcauii Ha noBepxHi ekcTpave-
TIONSAPHMX CTPYKTYP, 0COBIMBO B MicLsix anbTepauii LK,
B CBOIO Yepry B3aEMOLjI04M 3 CUCTEMOIO KOMIMJIEMEHTY,
CUCTEMOIO 3ropTaHHSA KPOBI, iHLLIMMW PerynsaTopHUMAN
cucTeMamMm, € NPUHMHOKO PO3BUTKY PEaKL YLLIKOKEHHS]
(Rostagno R. et al., 1996; Trow L.A., 2001).

BigMiHHOCTI y YacToTi BUsiBNeHHs pparmenTtis OH
Mixk xBopuMmM Ha CC/], Ta 340pOBMMM 0COBaMN MOXYTb
mMaTu nesHe BionoriyHe 3Ha4YeHHs: NPOAYKTY Aerpagadi
rnikonpoTeiHad MoXyTb BYTU NPUPOOHMMN firaHaaMm
ONs IHTErPUHOBKIX PELLENTOPIB EKCTPALENIONAPHOro Mar-
pukcy. PparmeHT @H 3 M 140; 120; 50 Ta 45 ka 6epyTb
yyacTb y perynsuii eKCKpecii MaTpuKCHUX NpoTteiHas-1,
-13 Ta cTPenToni3nHy i TM CaMUM iHOYKYIOTb KaTabosniam
KonareHy Ta arperaty Crosly4HOi TKaHVHW NPy apTpuTax
(Homonberg G.A., 1999). NpoTeiHa3n y cTaHax 3anasnex-
HS1 MOXYTb 30inbLunTy parmeHTn GH, 3okpema 3 M 120
i 72 k[a, ki € BUOIPKOBO XEMOTOKCUYHMMI 0 MOHOLITIB
(Trial J. etal., 1999); dparmeHT 3 M 45 K/[la cTMynioe Ta
NMPUCKOPIOE KonareHoTpomboumuTapHy aaresito (Winters
K.J. etal., 1993). Kpim Toro, icHylOTb AaHi 00 MITO-
reHHOI aKkTUBHOCTI renapurH3B’A3yBasIbHOro pparMeHTa
M 35 k[a (Savill C.M., Ayad S.R.,1986). Takum 4nHOM,
OMcKkpeTHi BionoriyHo akTuBHI pparmeHT PH MoxyTb
BinoOpaxkaTy aerpaaaLLiio TKaHWH Ta 3MiHy B3aemomji i pyxy
KIITWH Yy cTaHax 3ananeHHs. dparmeHTn OH BigirpatoTh
3HauHy posnb Y KnipeHci LIIK. BkntoyeHHs BULLE3a3HaueHNX
dparmenTiB PH po cknagy PH — IgG-komnnekcis, Ha
HaLl NorNsa, € aAanTUBHOKO PEAKLIEID OpraHiaMy 3a yMOoB
3anasieHHs, CnpsMOBaHNX Ha 3HUXKEHHSA NPOTEIHIB eKc-
TpauentoasapHOro MaTpurkcy, 3okpema ®OH. lMigenLeHHs
BMicTy ®Hy komnnekcax IgG npv CCL, moxke BinbyBaTumcs
Y pe3ynbTaTi MOCUIEHOMO 3BiNIbHEHHS OKPEMUX dparMeH-
TiB MNIKONPOTEIHY BHACNiOOK akTuBaLji NpOTEeoNiTUYHNX
depmeHTiB. [NpaBOMIpHO NPUNYCTUTK, LLIO HAA/IMLLKOBA
KOHLIeHTpauis PH y MicLisx 3ananeHHs MoXe akTMBYBaTH
npoLiec nokasibHoro §ibposy. OpepxaHi AaHi ceioyaTh, LLO
nocniopkeHHs DH y cknanj iMyHHMX KOMMAEKCIB, CTYNeHs
roro dparmeHTauji MoXxe mMaTtu rneBHe AiarHOCTUYHE Ta
MPOrHOCTUYHE 3HAYEHHS!. IMOBIPHO, BU3HAUEHHS OKpEMMX
dparmenTiB @H y nna3mi kposi Ta cknagj IgG B noganb-
womy mMoxe npeteHaysaTtu npu CCL, Ha ponb Mapkepis
PO3BUTKY Ta BapiaHTa nepebdiry 3axBOpIOBaHHS.

BUCHOBKMU

1. Ha ¢oHi BigcyTHOCTI pisHuui y piBHi @H i LIK
y nnaami kpoBi xBopux Ha CCLL NOPIiBHSAHO 3 NPaKTUYHO
300pOBMMU 0CODaMIM CNOCTEPIraeTbCs 3HAYHE NiaBuU-
weHHs cnieBigHoweHHa ®H — IgG y cknani ®H —
IgG-KoMMNeKCciB y NALLEHTIB, L0 MOXE MaTu OAATKO-
BE [iarHOCTMYHE 3HAYEHHS.

2. Yactota BusiBNieHHsi dparmeHTie OH y nna3mi Kposi
Ta cknagi iMyHHuX komnnekcis npy CC BiopisHAETbCA Bif,
Taknxy 340POBKX OCIO Hacamnepe,B HU3bKOMOSEKYNSP-
HOMY [1jiana30Hii aCOLLIIOETLCSA 3 BiCLIEPaSIbHUMU NPOsiBaMIU
3aXBOPIOBAHHS: MPW riNepTeH3sii B TereHeBir apTepii BiacyT-
Hi B nna3mi kpoBi pparmeHtn GH B gianazoni M 110-100

0o 35-20 k[a Ha BigMiHy Bif, CUCTEMHOI apTepianbHOi
rinepTeHsii; Npy FNoMepPyIAPHOMY NOLLKOKEHHI HUPOK HE
3apeecTtposaHi pparmeHTrt M 110-100 Ta 59-20 k/a.

3. XapakTtep 3MiH y pparmenTauii PH npu CCJ,
3a YMOB NaTOoJONYHNX NPOSBIB 3 GOKY HUPOK Y Miasmi
KpoBi Ta komnnekci 3 IgG Mae NPOTUNEXHNIA Xapak-
Tep: HasaBHICTb dpakuin B gianasoHi M 110-100 Ta
59-15«/[a y 3B’a3aHoMy 3 IgG cTani. Buasnenuin
daxT Moxe cBiguMTK Npo ponb OH y dopmyBaHHI Ta
knipeHci UIK y naujenTis ia CCL. AcoujaList 3 cuctem-
HOIO rinepTeHsielo BMusaBAeHa B AgianasoHi M 59-50;
110-100 kda pnsa dparmeHTiB BinbHOro ®OH B nnasmi
kpoBi Ta M 72-60 k[a y cknafi iMyHHUX KOMMJIEKCIB.

B3SAUMO3ABUCUMOCTb MEXAY
KNVWHUYECKUM TEMEHUEM CUCTEMHOW
CKNEPOAEPMUU U COCTOAHUEM
DOUBPOHEKTUHA, CTEMNEHbIO ElO
DOPATMEHTALUN

A.B. Kypsita, T.K. JlbicyHeu,
A.U. LlleBuyoBa, I'.b. lNeneweHko

Pesiome. O6¢1enoBaHbl 22 naumeHTKy ¢ CUCTEMHOU
cknepoaepmueri (CC/L) B Bo3pacte 191eT-53rogac
rPOoAOJIKNUTENIbHOCTbHIO 3ab0s1eBaHust 2—12 net -1l
CTErneHV akTMBHOCTW C BUCLIEPAsIbHBIMM MPOSIB/IEHN -
SIMU CO CTOPOHBI JIEMKUX, MOYEK 1 C apTepUasIibHOM M-
nepTeH3ueii. ViccaenoBaH ypoBeHb GUOPOHEKTVIHA
(®DH), umpkynupyroLmii myHHbIG komnekce (LK),
creneHb cBsi3biBaHns dH ¢ IgG v ero pparmeHTaym-
evi. icrnosib30BaHHbIe METOAMKU XpoMaTorpapumv Ha
npotenH-G-cegpapose vi xenaTtuH-arapo3e, UMMy-
HOOBJIOTT Y UMMYHOGEePMEHTHbIV aHan3. [Npu CCL
OTMEYEHO IMoBbILLIEHNE COOTHOLLEeHWsSI DH — IgG 60-
nee yem B 4 pasa B coctaBe ®H — IgG-komriekcoB
10 CPaBHEHUIIO CO 310POBbIMU InLaMU. YacToTa Bbl-
saBneHnsi pparmeHToB OH B nnasme kpoBu, cocTase
LK accoummpoBanachk C KIIMHUYECKM TEYEHNEM
3aboneBaHvs, Npexae BCero B Anana3oHe HU3KOMO-
JIEKYJISIPHBIX ppakumi. [pu rmnepTeH3uy B IErO4HOM
apTepun 3aperncTpupoBaHo OTCYTCTBUE B M1a3me
kposum pparmeHToB PHc M 110-100 80 35-20 K/a,
rpuv rnopaxeHum no4ek coorsercteseHHo M 110-100
n 59-20 Ka. VIameHeHuns1 B cocTaBe ¢parMeHToB
®H, cBa3aHHbIx ¢ IgG, HOCUIN MPOTUBOMOIOXHbIN
XxapakTtep. Pe3ysibTatsl IPOBEAEHHOI0 NCC1ea0Ba-
HUYISI MOrYT CBUAETE/IbCTBOBATb O NEPCHNEKTUBHOCTY
JanbHeLero n3y4eHus ravkonpotevga ®H v ero
¢pparmeHToB rpu CCL kak BO3MOXHOIro Mapkepa
rpOrHo3a KIIMHNYECKOro Te4eHmsi 3a0601eBaHUSI.

KnioueBble cnoBa: cuctemHas cknepoaepmus,
PUBPOHEKTUH, dparmeHTaumnsa GubpPOHEKTUHA.

INTERDEPENDANCY BETWEEN SYSTEMIC
SCLEROSIS’ CLINICAL COURSE AND
FIBRINONECTIN STATE, INCLUDING ITS
FRAGMENTATION STAGE

O.V. Kuryata, T.K. Lysunets’,
A.l. Shevtsova, G.B. Peleshenko

Summary. 22 women patients with SSC [age
19-53 years, duration of disease 2—12 years, activ-
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KAITHIYHI AOCNIAXEHHS e

ity I-11], with visceral features in lungs, kidneys and
hypertension were observed. The fibrinonectin level
(FN), IKC, correlated FN with IgG and his fragmen-
tation were assessed. We used chromatography
on protein-G — sepharose and gelatin-apharose,
imunoblotting and ELISA methods. The increase of
the FN — IgG correlation more than 4 times in SSC
patients is significantly in the FN — IgG-complexes
incomparison with healthy persons. The prevalence
ofthe FN fragments in plasma, the IKC composition
was associated with clinical features of disease,
slightly at in low-molecular factions. In patients with
pulmonary hypertension FN fragments with M 110-
100 kDa to M 35-20 kDa was not identified, in kidney
damage accordingly M 110- 100 kDa and M 59—
20 kDa. Changes in composition the FN fragments
related to IgG carried opposite character: pres-
ence of these factions. The conducted research
can testify the perspective of the subsequent study
glycoprotein FN and his fragmentations at SSC as
marker of prognosis of the disease.

Key words: systemic sclerosis, fibrinonectin, frag-
mentation of fibrinonectin.
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peBMaToigHun apTpuT i cHapom LUerpeHa, onucaHi
y 0Ci6, iHdikoBaHMX MOACBKUM T- KNITUHHUM NiMOT-
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Apnpeca ona nuCcTyBaHHA:

Kypsita Onekcangp Biktoposuy
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rocnitanbHoiTepanii N2 1

Ta npodnaTonorii

IHOOPMAL IS FE——

(KOHTPOJIb). YCiX yHaCHMKIB 0OCTEXMN B PEBMA-TOJOTIYHil
KNiHiUj Ha HasBHICTb @M. Cepef, iHLLINX MOKA3HMKIB TakoX
OLiHIOBaNM iHLWWI PEBMATOJIONYHI 3aXBOPIOBAHHS, BIK,
CTaTb, PiBEHb OCBITU | HASIBHICTb AENPECii.

Pesynbtatn. Y pocnigxeHHs sknounnm 100 oci6
3 HTLV-I-iHdekuieto Ta 62 HeiHdikOBaHMX A0OHOPIB.
Y 38 (38%) HTLV-I-iHdikoBaHux ocib Tay 3 (4,8%) ocid
3 KOHTPOJIbHOT FPynu 3a AaHUMK 0OCTEXEHHS BCTa-
HoBneHo giarHo3 ®M. (OR=12,05; 95% [l ctaHoBUNO
3,53-41,17). IHWi peBMaTONOriYHi 3axBOPIOBAHHS
Oynn BinbLL NOLWKMPEHi B rpyni iHpikoBaHuXx ocib (37%
vs 12,9%; OR=3,80%; 95% ] ctaHoBuno 1,63-8,86).
Y xoA4i MynbTUBAPIaHTHOrO aHanidy 3 BpaxyBaHHAM
iHWKNX NapamMeTpiB 3B’s30K Mix HTLV-1Ta ®M 6yB cTa-
TUCTUYHO goctoBipHuM (OR=9,14; 95% [l ctaHoBWIO
2,42-34,52).

BucHoBok. Pe3ynbtaTyi 4OCNIOKEHHS CBigYaTh NPO
Ginbwy nowupeHictb @M cepep, ocib, iHdikoBaHNX
HTLV-l, wo gae moxnueicTb BBaxaTtu, o ®M moxe
OyTu acouiioBaHa 3 L€ BipyCHOIO iIHPEKLEID.
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