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CucrteMHasi CKJIEpOJIEpMUS SIBJISIETCS TSKEJIBIM ayTOUMMYHHBIM 3200JIeBaHMEM COeIMHUTEIbHOI TKaHU.
ITpu 3TOM B OCHOBE MMaTOJOTMYECKOTO MPOoIIecca JIeXKaT paclpoCTpaHeHHbIe HAPYIIIEHUST MUKPOLIMPKYJISI-
11K B hopMe OOJIMTEPUPYIOIIETO IHIAPTEPUOInTa, (hUdpPo3 KOXU U BHYTpeHHUX opraHoB. HecmoTpst Ha
TO, YTO B HAcCTOsIIIIee BpeMs OOJIBIIIMHCTBO MCCIeA0BaHU (DOKYCUPYIOTCS Ha U3YYEHUU UMMYHOJIOTHUYE-
CKMX HapylLIeHUH TIpU CUCTEMHOI CKJIEpOJEPMUHU, TTaTOTeHe3 JaHHOTO 3a00JIeBaHUS BKJTIOYAET pa3ind-
Hble U3MEHEHMST METabOIMYECKUX MTPOIIECCOB Ha KJIETOYHOM U CyOKJIETOYHOM ypoBHE. [TyprMHOBBIN U TTH-
PUMMANHOBBIIT META0OIM3MBI TIPECTABIISIOT COO0M CIIOXKHBIM MHOTOCTYINEHYATHIN Kackaa hepMeHTHBIX
peakiiuii, B Xolie KOTOPbIX 00pa3yloTCsl MHOTOUMCIIEHHBIE M pa3HOOOpa3HbIe CyOCTPaThl, BHITTOIHSIIONINE
pa3UYHbIC PETYJISITOPHBbIE U (usnonorndyeckue ¢pyHkiuu. [laTonmornyeckuii mpolecc mpyu CUCTEMHOM
CKJIEPOJIEPMU U COTTPOBOXKIAETCS AUCOATAHCOM aKTUBHOCTEM H3UMOB ITyPUHOBOTO M TUPUMUIUHOBOTO
MeTaboJIM3MOB. DTU UBMEHEHUST aCCOLIMUPYIOTCS CO CTENEeHbIO0 aKTUBHOCTHA ayTOUMMYHHOTO BOCTIaJICHUS
U BHOCSIT CBOM BKJIa B hopMUpOBaHME NMaToreHe3a 3a00JieBaHusI.
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BBEAJEHUWE

CucremHas ckneponepmus (CCJI) siBisieTcs ayTo-
WMMYHHBIM 3a00JIeBaHUEM COETUHHUTEIIBEHON TKaHH,
OCHOBHbIE KIMHWYECKUE TIPU3HAKM KOTOPOTO 00Yy-
CJIOBJIEHBI PacpOCTpaHEHHBIMY HAPYILIEHUSIMU MUK~
POLMPKYISIINN, (UOPO30M KOXU U BHYTPEHHUX OpP-
raHos [12].

Pannss nuarHocTmka M ameKBaTHAask WHIWBUIY-
ajJibHasl Teparusl C y4eToOM KJIMHUYECKOM (popMbl, Te-
YeHMsT 3a00JIeBaHMSI, XapaKTepa U CTEIIeHN BhIPpaskeH-
HOCTH UIIIEMWYECKUX W BUCIIEPATHHBIX TTOPAXKEHUHN B
3HAUUTEIHHOM CTETEHU OTpeaesioT 3(HEeKTUBHOCTD
nedenus u rporHo3 CCJ. CoriacHO COBpeMEHHBIM
ITOIX0aaM, OCHOBHBIMU HaIIpaBJICHUSIMU €€ MeIKa-
MEHTO3HOTO JISUEHUS SIBJSIIOTCSI COCYIUCTAsT, TPOTH-
BOBOCHAJIMTENIbHAS ¥ aHTU(UOPO3HAST TepaITHs, Jieue-
HIUE BUCILIepaJbHBIX ITposiBIIeHM [ 12]. B To ke Bpems,

83

HEeCMOTPSI Ha OIIpeleICHHBIC yCIIEX! TepalleBTUYe-
CKUX MEpPOMNPUSITUIA, CpedHssT MPOAOIKUTEILHOCTD
KM3HU ¢ MOMEHTa Havajia 3a00jIeBaHMsI COCTaBJISIET
Bcero 11 jeT, TIpu 3TOM CMEPTHOCTD Cpear OOJILHBIX
CC/I ropa3ngo BblIlIe, YEM MPU APYTUX ayTOUMMYH-
HBIX peBMaTUUecKux 6ose3Hsx [14]. B cBsizu ¢ aTum
COXpaHSIeT aKTyaJIbHOCTb IIPOJOJDKEHUE YITyOJIeH-
Horo u3ydyeHus maroreHe3a CCJl ¢ menbio momcka
JIOTIOJITHUTEJIbHBIX JMArHOCTUYECKMX TECTOB, OTpa-
XKAOIIMX MUHAMAIbHYIO aKTUBalMI0 MMMYHO-BOC-
MajJuTeIbHOTO Mpolecca, HOBbIX MUIIIEHEH IS 1o~
clienyroleii pa3paboTK METOIOB TeParieBTUUYECKOTO
BO3IIEHICTBU.

B Hacrostiiee Bpemst CCJI paccMaTpuBaeTcs B Ka-
YyecTBe IIPUPOMHOI MoAeIW TeHepaJlu30BaHHOIO
Gubpo3a U XapakTepus3yeTCss pacHpOCTpaHEHHBIMU
Ba30CITACTUYECKUMM HAPYIICHUSIMU T10 TUMY CUH-
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Ipoma PeitHO, B OCHOBE KOTOPBIX JIEXKAT ITOPakKeHIe
COCIMHUTENbHOI TKaHU ¢ IpeobiagaHueM puopos3a
U COCYAMICTasl MAaTOJI0rusl B hopMe OOJIMTEpUPYIOIIE-
ro sHpaprepuoimra. [8]. Cumnrtaercsa, auro CCJl pa3s-
BUBAETCS T10J BIUSTHUEM psia SHIOTEHHBIX U 5K30-
TeHHBIX (hakTopoB. OKoj10 50—70% BapnabeTbHOCTH
KIIMHUYECKUX (DEHOTUIIOB 3a00JIeBaHUS OIpPEIeIsi-
€TCSl TCHETUYECKUMU OCOOEHHOCTSIMU, CBSI3aHHBIMU
C TJIAaBHBIM KOMILJIEKCOM T'MCTOCOBMECTUMOCTHU (aH-
tureHamu Kiacca HLA-11) u monumopdHbIMU Bapu-
aHTaMu OoJbIIOro yucna apyrux reHos (FAS u np.)
[9, 34] B natorenesze CCJI KJIFOUEBYIO POJIb UTPAIOT
MUMMYHHAasl aKTUBallMsl, MIOBPEXICHNE COCYIUCTOTO
SHIOTEUS U TTOBBIIICHUE CUHTETUYECKOM (PyHKIIUMN
¢ubpobdiactos [18, 28, 30].

POJIb METABOJIMYECKHUX HAPYILIEHUN
NP CUCTEMHOM CKIIEPOAEPMUU

B HacTosiiee BpeMst GOJIBIIMHCTBO MCCIEIOBaA-
HUI (DOKYCHUPYIOTCS HAa M3YYEHUU MMMYHOJIOTHUYE-
ckux Hapyuenuit mpu CC/. B To e BpeMs narore-
He3 ayTOMMMYHHBIX 3a00/IeBaHUI, K KOTOPEIM OTHO-
curcg CCJI, BKIIOYaeT pasIMIHbIE W3MEHEHUS
METa00JIMUECKUX TTPOLIECCOB Ha KJIETOUHOM 1 CYyOKIIe-
TOYHOM YPOBHE, MEIMATOPaMU KOTOPBIX SIBJISIOTCS
¢depmeHTHl. broxummdeckue peaklyM, COCTaABIISIS
MaTepUabHYIO OCHOBY BCeX (DYHKIIMOHAIBHBIX MPO-
LIECCOB OpPTraHN3Ma, BBIIOJIHSIOT agalTalliOHHYIO, TO-
MEOCTaTHYECKYIO poib. B psne pabor coobrmaercs o
pa3IMYHbIX MeTadoamyeckux HapyeHusx mpu CCJI.
Oo0patumoe GochoprIMpoBaHAE OCTATKOB TUPO3MHA
B OTBET Ha (aKTOPbI pOCTa U APYTUE CTUMYJIbI PETY-
JIMpYET ayTOMMMYHMTET, BacKyjaonaTtuio u ¢hpuodpos.
[43]. PactipocTpaHeHHEBIIT (UOPO3 COIIPOBOXIAETCS
anoMmaymmamu MetuanpoBanus JHK [24], mucpery-
JISieil aKTUBHOCTU CEPUH-TPEOHUHOBBIX KHWHA3
[41], HapymIeHHEM 3KCIIPECCUM MATPUKCHBIX METal-
nonporenHas [40]. AcMMMeTpUIHBIN TUMETHIIapTH-
HUH B Ka4eCTBE DHAOT€HHOTr0 MHTMOMUTOpPA CUHTA3HI
OKCHJIa a30Ta MOXET IIPOBOLIMPOBATh BOCIIAIUTEIIb-
HBI CUHAPOM U SHIOTEINANbHYIO TMCOYHKIINIO IIPU
CUCTEMHOM cKJiepo3e [46]. Upe3MepHBIi CUHTE3
JIEIKOTPUEHOB CITOCOOCTBYET Pa3BUTUIO U IIPOrPECCH~
posaamio CCJI [21]. Cpenyt pa3smmMIHBIX ayTOAHTUTE,
HaIlpaBJeHHBIX IPOTUB SIACPHBIX, LIUTOILIa3MaTHYe-
CKUX U BHEKJIETOYHBIX ayroaHTureHoB, nipu CCJI
BBISIBIISTIOTCSI TAKXKE aHTHUTENA K (DepMeHTaM Iy pHUHO-
Boro Metadonusma [1, 37].

NYPUHOBBI U TUPUMUAWHOBBIN
METABOJIM3M T1PU CUCTEMHOM
CKJIEPOOEPMUU

MeTabonu3M MOYPUHOBBIX M HUPUMHAMHOBBIX
MPOM3BOIHBIX ITPEACTABIISICT COOOM CIOKHBIN MHO-
rOCTyIIEHYaThIil KacKad (hepMEHTHBIX peaKIUii, B X0-
Jle KOTOPBIX 00pa3yloTCsi MHOTOYKCIICHHBIE U Pa3HO-
oOpasHbIe CYOCTpaThl, BBITIOJHSIONINE pPa3IMYHbBIC
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peTyJISITOpHBIC M (pm3nosiornuyeckue Gyukouu. Iy-
PHMHOBBIE U IIMPUMUINHOBBIE HYKJICOTHIBI HEOOXOMM-
MBI [IJII CMHTE3a HYKJIEWMHOBBIX KUCIOT. IlypuHoBBIE
HYKJICOTUIBI Y4aCTBYIOT B IIpOLIECCaX HEProOIpOdyK-
1IUW, PETYJISLIMKA KPOBOOOpAIIEHUSI U COCYAUCTOTO
TOHYycCAa, IIAaCTUYECKUX Mpoleccax, BXOISIT B COCTaB
kodepmenToB (HAJL, HAID, ®A/I). OHU BBICTYHAIOT
B POJIM aKIIENTOPOB B PEaKILMSIX OKUCIUTEIbHOIO
dochoprIMpoBaHMsl, OKA3bIBAIOT BIMSHUE Ha IPO-
HULIAEMOCTb KJICTOUHBIX MeMOpaH, TpaHCIIOPT MOHOB
KaJIbLIUSI, CEKPELIMIO MPOCTAIaHINHOB, CBEPThIBac-
MOCTb KPOBH, SIBJISIIOTCSI aJJIOCTEPUIECKUMU PETYJISITO-
paMM aKTUBHOCTU psima ¢epMeHTOB [5]. yuTenbHast
TKaHeBasl TUIIOKCUSI HEM30eXXHO BeAeT K MepeCcTpoiike
MeTabo/JM3Ma ITypUHOB MO KaTabOJIWYECKOMY MyTH,
IPU 3TOM KOHIICHTpALMs ITypUHOBBIX METaO0OIUTOB
KOpPPETUPYET CO CTETMEHBIO TSKeCcTH uiremuu [17].
XOpoII0 U3BECTHO, YTO U3MEHEHUS B (PEpMEHTHBIX
cucTeMax, obecHeuyrBaloIINX OOMEH IYPUHOBEIX U
MUPUMHUANHOBBIX HYKJICOTHUIOB, MOTYT HapyllaTh
mnpouecchl Iponudepannu u  audoepeHIUPOBKA
JIMMGOIIMTOB, OTBEYAIOIINX 33 BHIPAOOTKY aHTUTEI U
MMMYHOJIOTTYECKYIO PEaKTUBHOCTb, BHOCSI OIpee-
JICHHBII BKJIa[ B MHUIIUALIAIO, IOAACPKaHIE, pa3BU-
THE TTaTOJIOTMYeCcKOro mpoiiecca [7].

[IpencraBiaeHHBIE B IUTEPATYpe PE3yJILTAThI U3Y-
YeHUs U3MEHEeHHU B (hepMEHTHBIX CCTEMaX OOMeHa
HYKIIeMHOBBIX KncioT Impu CCJl HeMHOTOYMCIISHHBI.
OpnHako 3Ty JaHHBIE YOeIUTEIbHO CBUIETEIBCTBYIOT O
BOBJICUCHMH MX METAO0OJIMTOB M 3H3MMOB B MAaTOTCHE3
CC/I. B gyacTHOCTH, TOBBIIIICHHBIN YPOBEHbL MOUEBOM
kucaotel (MK) accoumupyercs: ¢ BbIpakeHHbBIM MUK-
pocoCyauCThIM TIOBpexaeHueM [29], ociabieHueM
SHAO0TEINI-0MOCPEIOBAHHOM pelaKcalum, XeCTKO-
CTBIO COCYOUCTOM CTeHKU [45] M AUacTOJINUYECKOM
nucoyHKumei JeBoro xkenynodka [31]. Yposenp MK
MMEET MPOTHOCTUYECKOEe 3HAUYeHUE TIPU JIETOUYHOI ap-
TepuanbHOU TuTiepTeH3un (JIAI), pazBuBatoleiicst Ha
done CC/: Huskas koHeHTpauuss MK B cbIBOpOT-
K€ KpPOBHM CBSI3aHa C HU3KWUM ypoBHeM pucka JIAT
[22]. ITpu 3TOM ypoBeHb chIBOpOoTOYHOI MK moBbI-
IIaeTCsl MPOMOPLIMOHAIBHO KJIMHUYECKON TSIKeCTH
JIAT [23]. Pgn ucciemoBaTesieii B 3KCIIEPUMEHTE
MOATBE PAWIN TUIIOTE3Y 00 OIIOCPEIOBAHNN KOXKHOTO
¢ubpo3a ameHosmHom [20, 25]. CBoOomHasT ryaHU-
JIaTHMKIIa3a, CTUMYJISIIIAS KOTOPOM BeIeT K ITOBBIIIIe-
HU10 ypoBHS 1l M®D, 061agaeT CIIoCOOHOCTHIO MHTY-
OMpPOBaTh KCIIEPUMEHTAJILHBIN (prOPO3, a TAKXKe JIe-
MOHCTPUPYET MO3UTUBHBIN KIMHUIECKU 3(DdeKT B
otHommieHnu JIAI [19]. YuuTbiBas BBIIIEU3I0XEHHOE,
0COOKBIN MHTepecC mpencTasisgeT nsydenue mpu CCJ
W3MEHEHUI aKTUBHOCTY KOMILJIEKCa SH3UMOB, Pery-
JIMPYIOIINX OOMEH MYyPUHOBBIX U IMUPUMUIMTHOBBIX
MeTabOoINUTOB.

Ne 3
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MPO®UJIb AKTUBHOCTEN ®EPMEHTOB
IIYPUHOBOTO U ITMPUMHUIANHOBOI'O
METABOJIU3MOB IMPU CUCTEMHOU
CKIIEPOAEPMUU (AHAJIM3 COBCTBEHHDbIX
PE3VJIBTATOB)

Hamm 6bI10 TIpOBemeHO MccaenoBaHNe aKTUBHOCTH
¢epMeHTOB IMypuHOBOTIO (aneHo3uHAe3aMuHaza (AJIA),
EC 3.5.4.4; anenosunkuHaza (AK), EC 2.7.1.20; rya-
HunatknHaza (I'K), EC 2.7.4.8.; UM®-gernaporeHasa
(UMDAT), EC 1.1.1.205; mypunHyKJIeo3uadocdo-
punaza (ITH®) EC 2.4.2.1) u nUpUMUAUHOBOTO (A1~
runpoopotaraeruaporeHasa (J1OJI), EC 1.3.1.14;
tumunamakuHaza (TK), EC 2.7.1.21; tTumuauHdoCc-
dopunaza (TD), EC 2.4.2.4; ypauwi/TUuMUaAHIC-
runporeHasa (YAI), EC 1.17.99.4; nutunuHoe3amMu-
Haza (LIJIA) EC 3.5.4.5) meTtaboan3MoOB B IU1a3Me U
Jm3arax JMM@OLIMTOB epudeprudecKoil KpoBU OOJIBHBIX
CC/. INpencrapiasgeM pe3yIbTaThl aHAIM3a TPOQUIIs
aKTUBHOCTEH KOMIUIEKca (hpepMEeHTOB ITypPUHOBOTO 1
MUPUMUAMHOBOTO METabOJIM3MOB B TIJIa3Me U JiM3a-
Tax HupKynupywomux JuMdonuros ripu CC/, a Tak-
K€ €ro B3aMMOCBS3M C KIMHHKO-MMMYHOJIOTHYE-
CKUMU OCOOCHHOCTSIMU TaHHOTO 3a00JIeBaHMUSI.

HMccnenoBanue MpoBOAMIOCH B COOTBETCTBUU C
OOLIENTPUHATBIMUA 3TUYECKUMHU TIPUHLIMIIAMU Ha Ga-
3e peBmaroaorndeckoro otneiaeHus ['Y3 “I'KBCMIT
Ne 25” r. Bonrorpaga. B ucciienoBaHue ObU1 BKIIIO-
yeH 51 6onpHOIM CCJ. Auarno3 CCJI ycTaHaBIUBaI-
Ccs B COOTBETCTBUM C KPUTEPUSIMH AMEPUKAHCKOI
KOJUUISTUM peBMAaToJIOroB U EBporieiickoii aHTUpeB-
matuudeckoit quru (ACR/EULAR 2013) [32]. Cpenu
6ompHBIX CCJI 66U10 47 (92.2%) xentvH U 4 (7.8%)
My>kunH. CpeaHuii Bo3pacT OOTbHBIX cocTaBil 42.8 = 1.3
rONa; CPEIHSIST IPOIO/DKUTEIBHOCTD 3a00J1eBaHusI — 7.9 +
0.7 ner.

Cpenn BKITIOYEHHBIX B MCCIIETOBaHNE TTAITMEHTOB
HaOmogamch Bce BapuaHThl TeueHns CCJ [12, 15]:
y 14 (27.5%) — xpoHndeckoe (MeIIEHHO IMPOrPeCcCH-
pymolliee) TedeH1e, IIPU KOTOPOM CKOPOCTH Pa3BUTHUS
TSDKEJIBIX BUCLIEPAJIbHBIX ITOPAaXXeHMI HEBEeIUKa, y 22
(43%) — 1ogoCTpOE TeYEHUE C YMEPEHHBIM TEMITOM
nporpeccupoBanusi, u y 15 (29.5%) OGONbHBIX —
OCTpoe TeueHNe ¢ Hanbojee OBICTPHIM (DOpMUpPOBa-
HUEM TeHepaain3oBaHHOTO prbposa. B To ke Bpems,
akTuBHOCTh CC/I, onleHBaeMasl TJIaBHBIM 0GPa30M I10
BBIPAKEHHOCTH TEKYIIMX KIIMHUKO-JTa00paTOPHBIX
MPOSIBJICHUIA ayTOMMMYHHOTO BOCHayieHus [3], Takke
IEeMOHCTPUPOBaIa 3HAYUTEILHYIO BapHabeIbHOCTD.
MunumansHas (I) cteneHb aKTUBHOCTH MMEa Me-
cto B 14 (27.5%), 11 crenens — B 27 (52.9%), 111 cre-
meHb — B 10 (19.6%) naGmonenwmsx. [Ipu s3ToM B
OOJBIIMHCTBE ciTydaeB XpoHndeckoro TeueHuss CCJI ma-
OopaTopHble TIOKa3aTeJd MMMYHO-BOCHAIUTEIBHOTO
OTBeTa OBLIM MaJIo M3MEHEHBI, TOTa KakK IPU MO0~
cTpoM (YMEpPEHHO IIPOTPECCUPYIOIIEM) M OCTPOM
(6pIcTpO mporpeccupytoem), reaeHun CCJI mpeod-
JIamaeT yMepeHHas M BBICOKast aKTUBHOCTb ITpoIiecca.
KonTtponsHyto rpyminy coctaBim 30 MpakTUIECKH 310~
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poBbIX moneid. CTaTUCTUYECKM 3HAUMMBbIX pa3Tdduii
MEXY OCHOBHOM M KOHTPOJIbHOM IpyIlIiaMHu II0 JIe-
MorpaduyecKUM MpU3HAKaM BBISIBIIEHO HE ObLIO.

HccnenoBanue mpoBoaiIoch Ha (poHe cTaHIAPTHOI
OOIIETIPUHSATON Teparnuu. 3a00p KPOBU OCYIIECTB-
JISUICSL IPU TIOCTYIUICHUH TIALIMEHTOB Ha CTallMIOHAPHOE
JIedeHUe. AKTUBHOCTh (PbepMEHTOB MCCJIEIOBaIN B
TUIa3Me UM JIi3aTax JMMQOLIMTOB MeprdeprudecKoil KpOBU
B IcHb ee 3a00pa. BeigeeHre TMM@OLIMTOB U3 BEHO3HOM
KPOBHU IPOBOAWIOCH IT0 MeTonuke A. Boyum [10] MmeTonom
InddepeHINATBHOTO HEHTPUMYTUPOBAHUS C UCITOb-
3o0BaHueM Tipernapara “Jlumdocen” (MP Biomedicals
LLC, CIIA) B rpaguenTe miotHocT 1.077—1.079 r/MiL.
JIn3aTel TMM@OLIMTOB TOTOBUJIM ITyTEM 3aMOpaK1Ba-
HUSI—OTTauBaHUsI C TTOCJEAYIOIIMM LEeHTPUPYrupo-
BaHMEM. AKTUBHOCTH (hepMEHTOB OITPEACIISIIN CIIEeK-
TPOHOTOMETPUYECKIM METOMIOM 10 paHee OIMMCAaHHBIM
Mmetonukam: AJIA [36]; AK [34], TK [38], AOITI [27],
UM®DT [34], [IH® [42], TK [44], TD [26], YAT
[34], IJA [47]. AKTUBHOCTb 3H3MMOB B JIM3aTax
JIMM(MOLIMTOB HOPMUPOBAJIU U3 pacueTa Ha colepKa-
Hue TUMGOLUTOB 10 m3uca 1 X 107 kieTok/mir. AK-
TUBHOCTh (PEPMEHTOB B IIa3Me KPOBU M JIM3aTax
JMMGOIIMTOB BbIpaXkaJii B HMOJIb/MHUH,/MIJI.

CraTucT4ecKyl0o 00pabOTKy JAHHBIX ITPOBOIWIM C
KCIIONB30BaHKEM TTPOrpaMMHOIO MakeTa “Statistica 6.0”.
PesynbraThl BeIpaxkaiu Kak cpeiHee apudmeTrieckoe =
cpenHee KBaapaTuyeckoe oTkioHeHue (M * ©). Ilox-
0Op KpUTEPHUEB IJIs1 CPAaBHEHUSI TPYIIN OCYIIECTBIISIN
O OOLLETIPUHSATHIM NpaBuJiaM. JLJist onucaHus B3au-
MOCBSI3U TIPU3HAKOB MNPUMEHSUIA KO3 UIMEHT
paHroBoit Koppensaunu no Crimpmeny (p). Pasnmuns
cunTanu goctoBepHbiMu mipu p < 0.05.

CornacHo NoJy4eHHbIM JaHHBIM, B IpyIIIe TIpaK-
TUYECKHU 3IOPOBLIX JIMI] HE ObLIO BBISIBIIEHO 3aBUCH-
MOCTH 3H3MMHBIX ITOKa3aTeJIeid OT IoJjIa U Bo3pacTa.
B cBs13u ¢ 3TUM maHHBIC HAKTOPHI IPU aHAIN3E U3-
MEHEHUI aKTUBHOCTU (pepMeHTOB y 60JibHBbIX CCJ]
HE YIUTBHIBAIUCh. PedpepeHTHBIE Mpenenbl aKTMBHOCTH
BKJTIOUEHHBIX B MCClIe0BaHuE SH3UMOB (M * 26) nipe-
CTaBJICHBI B Ta0J. 1.

Y 60npHbIX CCJI (TpyImna B 1ejioM) ObUIA BBISIBJIE-
Hbl 3HAYUTEJIbHbIE M3MEHEHUSI aKTUBHOCTU BKJIIO-
YEeHHBIX B MCCJIENOBaHWE 3H3MMOB IyPUHOBOTO U
NUPUMHUAMHOBOTO MeTabomm3ma. Tak, nmpu CCJI 1o
CpaBHEHMUIO C pedepeHTHOM IPYyIINOi B IjIa3Me Kpo-
BU (TabJ1. 2) oOHapykeHa 6oJiee BICOKas aKTUBHOCTh
Jo4r, UMOIT, IMTH®, TK, TP, YAT'; otinyusa B
aKTUBHOCTU OCTAJILHBIX (DEPMEHTOB OBbLIN HE3HAUU -
MbIMU. B muzatax numoonuToB (Tadi. 3) Habaoaanu
nosbiiieHne aktusHoct AK, UM®ITI u TK, cHu-
xkeHue aktuBHoctu AJIA, 'K, ITH®.

YuurteiBasi, UTO MOKaszaTeJu aKTUBHOCTU dep-
MEHTOB SIBJISTFOTCS UYBCTBUTEJIBHBIMU MHIUKATOpa-
MM BOCTTJTUTETLHBIX M TUCTPODUIECKUX ITPOIIECCOB
[2], a CCJI compoBoXaaeTcs SIBJICHUSIMU UMMYHHO-
T'O BOCIAJICHHST, KOTOPOE MOKET OKa3aTh BIMSHUE Ha
dopMUpoBaHe SH3UMHOTO ITPOPUIST KPOBU, N3ME-
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3bOPOBCKAS u np.

Taoauuna 1. PedepeHTHBIE TIpenesibl aKTUBHOCTH (DEPMEHTOB B TIJIa3Me KPOBU U JT3aTax JUMGOILIMTOB

PedepenTHbie peaesbl aKkTUBHOCTH (hepMEHTOB
depMeHT
IU1a3mMa KpoBM (HMOJIb/MWH,/MJT) JIU3aThl IMMGOIUTOB (HMOJIb/MUH,/MI)

AIIA 5.54—8.86 38.35—47.91
AK 7.85—9.69 15.36—22.96
'K 2.22—5.66 2.76—10.68
aoar 1.44-5.16 2.29-6.33
UMOAT 1.49-2.97 1.28—6.4
IMHO® 0.18—1.98 26.91—-40.47
TK 0.4—0.96 1.55-2.71
TD 0.41-1.17 2.23—4.43
yar 0.25—-1.21 2.63-5.07
A 0.33—1.29 2.15-4.95

HCHHA aKTUBHOCTU (bCpMCHTOB OBLIN pPacCMOTPEHDBI
B 3aBUCUMOCTHU OT CTCIICHU aKTHMBHOCTH IIaTOJIOTHU-
YECKOTIO ImpoLecca.

VY o6onbHbix CCJ ¢ 1 crermeHbl0 aKTUBHOCTU B
CpaBHEHUM C KOHTPOJIEM HaOJII0Ia/IN: B IUIa3Me KpOBU
noBbllieHUe akTuBHOCTU AIA, T®, cHUXXeHUe ak-
tuBHOCTU AK (Tabj. 2); B au3arax JUMQOIUTOB —
cHmkenue axkruBHoctu AJIA, TTH®, mnosbiieHue
aktuBHocTu AK, UM®ATI, TK (Tat6xa. 3).

B nmoarpynmne 6ompHBIX CCJ co Il crenenpio ak-
TUBHOCTHU B OTJIMYME OT KOHTPOJS B ILIa3Me KPOBU
6b1a BhIIe aktuBHOCTL JOAI, UM®II, TTHO,
TK, T®, YAI (tabn. 2); B 1u3atax JUMOOLMUTOB —
Hmke aktuBHOCTh AIA, 'K, ITH®, BrIllle aKTUB-
Hocth AK, UM®/IT', TK (Tab. 3).

Y nanmenToB ¢ 111 crenneHbl0 aKTUBHOCTHU HATO-
JIOTUYECKOTO TIpollecca IO CPpaBHEHMIO C TPYIION

KOHTpPOJISI B IJIa3M€ KPOBHU BBISIBJICHO MOBBILICHUE
aktuBHocTn AK, J1OAI', UM®AT, ITH®, TK, VAT,
cHizkeHue — AJIA (tabi1. 2); B 1u3aTax TMMQOIIUTOB —
cHuxeHnue aktuBHoctu AIA, T'K, ITH®, VAT, no-
BeimieHue aktuBHocT AK, UM®/T, TK (Tadm. 3).

Hamu BEISIBIeHA 3aBUCUMMOCTDH SH3UMHBIX ITOKa-
3areneil or creneHn akTuBHocTU CCJI. CuiabHBIE
KOppeJISIIy OOHAPYKEHBI TSI TUIA3MEHHOM aKTUBHO-
cru AIA (p=—0.91; p <0.001), AK (p =0.91; p <0.001),
NMPAT (p=0.79; p<0.001), [THD (p =0.84; p <0.001);
aktusHocTH AIIA (p = —0.91; p <0.001), TK (p = 0.82;
p <0.001) nuzaroB tumdouutoB (puc. 1—-2). B oTHO-
weHuu aktuBHocTH ['K (p = —0.36; p =0.01), AOAT
(p=0.50;p<0.001), TK (p=0.74; p <0.001), TD (p =—0.55;
p<0.001), VAT (p = 0.64; p < 0.001) na3mel KpoBH,
aktuBHocTu JOIT (p = —0.40; p = 0.004), UMOAT

p
P 1.00 p < 0.001
1.00 p <0.001 b<0.001 P <0001 p < 0.001
: 0.75
0.75 |
0.50 L 0.50
0.25 | 0.25
0 0
—0.25 —0.25
_0.50 - _0.50
— 7 -
0.75 ~0.75
—100L p < 0.001
p < 0.001 ~1.00L p<0.001 p <0.001
AZIA AK  WM®AT [H® AIIA AK TK T[H® TK

Puc. 1. 3aBUCUMOCTb DH3UMHBIX MOKa3aTeNeil Iia3Mbl
KpoBU oT crenieHn akTuBHoct CCJI.

YCIEXU ®U3NOJIOTUYECKUX HAYK

Puc. 2. 3aBUCMMOCTb SH3MMHBIX TOKazaTeneil TuMbo-
IUTOB OT cTeneHn akTuBHocTn CCI.
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Tabauma 2. AKTUBHOCTH (hepMEHTOB B T1a3Me KpoBu 601bHbIX CCJ]

Bonbnabre CCJ .
P, HETIapHbIX
®depmenr CTENIEHb aKTUBHOCTU rpyrma 3mopoBbIe KpUTEpuit
I I T B LIEJIOM CrplomeHTa
1, =
AJTA 7.79 £+ 0.122 7.03 £ 0.15 6.43 £ 0.13! 7.12 £ 0.49 72+0.832 | P 0.006
2p=0.012
1
AK 7.87 +0.31! 8.86+0.31  [10.27+0.24> | 8.87 +0.87 8.77 +0.4612 | P <0-001
2p < 0.001
'K 4.09 + 0.40 3.86 £ 0.36 3.65+0.24 3.88+0.38 3.94 +0.86
1p <0.001
Joar 3.67£0.12 3.88 £0.25? 3.9+0.08 | 3.83+0.22" | 3.30+0.92'23|2)=0.002
3p=0.048
1p <0.001
UM®T 2.37+0.24 3.06+0.33" | 3.45+0.242 | 2.95+0.48% | 2.23+0.37"%% |25 < 0.001
3p < 0.001
1p <0.001
MH® 0.95+0.07 1.29 +£0.19! 1.67£0.11> [ 1.27°+0.29 0.82 +0.32!23 |25 < 0.001
3p < 0.001
1p <0.001
TK 0.72 +0.08 0.88 +0.15 1.09 £0.06> | 0.88 +0.17 0.66 £ 0.14123 |25 < 0.001
3p < 0.001
1p<0.01
T® 0.96 + 0.082 0.9+0.18> | 0.74 +0.05 0.89 + 0.15" 0.79 £ 0.19'23 | 25 = 0.002
3p=0.02
1p <0.001
yar 0.81 +0.07 0.87 +0.09° 1.05+0.04! | 0.89 +0.122 0.73 £ 0.24123 |25 < 0.001
3p=0.005
A 0.88 +0.16 0.86 +0.19 0.94 +0.08 0.88 +0.16 0.81 +0.24

(p =0.52; p <0.001), TK (p = 0.82; p < 0.001), TD
(p=-0.57; p <0.001), VAT (p = —0.55; p < 0.001),
IIJA (p = —0.55; p < 0.001) nuszaToB aumdouuToB
“Mella MECTO B3aMMOCBSI3b YMEPEHHOM CUITHI.

Takum o6pazom, y 6osibHbIX CCJI HapacTaHue aK-
TUBHOCTHU ITIaTOJIOTMYECKOTO MPOIECcCa COIIPOBOXKIA-
JIOCH B IJ1a3Me KPOBU MOBBIIIIEHUEM aKTUBHOCTU AK,,
04T, UM®AT, ITH®, TK, YAI', cHiXKeHeM aK-
tuBHoctu AJIA, 'K, T®; B nuzarax JuMdOLUTOB
noBbilieHueM akTuBHOCTU AK, UM®DTI, TK, cHu-
xxenmeM aktuBHOCTH AJIA, TK, JOAI', ITH®, TD,

VAL, LJA.

Crenyet oTMETUTD, UTO BKJIIOUEHHbIE B UCCIIEO-
BaHUE DH3MMHbBIE TECThI SBJSIOTCS Hecnelnudbuye-
CKMMM MapKepaMHu CHUCTEMHOTO BOCHAJIUTEIbHOTO
npouecca [2]. Hamu Obu1 mpoBeaeH aHaIn3 MHANBU-
OyaJbHbIX 3HAU€HMI OSH3UMMHBIX IIOKa3aTesieil y

YCIEXU ®U3NOJIIOTUYECKHNX HAYK  tom 50

Ne 3

oombHBIX CC/I ¢ I cTrenneHbIo akTUBHOCTHU. BBIIO BBI-
SIBJICHO, YTO 3a BEePXHUM pedepeHTHBIN Mpeaes ak-
tuBHOCTh [TH® mnasmbl KpoBu Beixoguiia B 42.9%,
aktuBHOCTb AK yuzaToB mtumbonnTtos — B 100% Ha-
omoneHuii. [1nasmarndeckas aktuBHOCTh AK ObLI1a
HIXKe HOPMBI Y 50%, akTuBHOCTH AJIA TU3aTOB JTUM-
douutoB — y 100% GOIBHBIX. DTU Pe3yIbTAThI CPaB-
HUMBI C JAHHBIMU, MOJIYYEHHBIMU I TPagULIMOH-
HBIX ocTpo(da30BbIX NokazaTesieit. OT ypoBHSI HOP-
Mbel CPB u LIUK orknonsuiucek B 44.4%, 1gG — B
29.4%, 1gM — B 33.3%, ¢dubpuHoreH, IgA — B
27.8%, AH® — B 22.2% ciaydaeB. XapaKTepHO, 4YTO B
Jm3aTaxX JMM@OIIMTOB aKTUBHOCTL AJIA cocTaBiisiia Iipn
I cremenu aktvBHOCTH 34.97—36.25 HMOIB/MMH/MI,
npu I — 28.07—31.51 umonb/MuH/mi, mipu 111 —
22.24—24.28 umoib/MuH/mi1. AkTuBHOCTb AK B TOI1 Xe
cpere MMesa 3HaYeHYsT: ipH | cterrenn aktuBHOCTH 23.43—
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88 3BbOPOBCKASA u np.
Tabauna 3. AKTUBHOCTH (hepMEHTOB B Jin3atax JuMbonuToB 60abHbIX CCJI
bonapubie CCJI .
D, HEMapHbIU
®depmeHT CTENIEHb aKTUBHOCTU rpyIma 3nopoBbIe KpUTEpUit
I I I B LICJIOM CreronenTa
p <0.001
2p < 0.001
AJIA 35.61 £0.32' | 29.79 + 0.862 | 23.26 £ 0.51° | 30.11 £4.29* | 43.13 £ 2.391.2:34
3p < 0.001
4p < 0.001
p <0.001
2p < 0.001
AK 2425+0.41" | 28.26 +0.43% | 32.53+0.28° | 28.0+2.87* | 19.16 + 1.90"234
3p < 0.001
4p < 0.001
1p=0.007
'K 6.46 +0.43 5.66+0.522 | 4.92+0.15' 5744069 | 6.72+1.98%23 |25 =0.01
3p=10.02
Jo4r 4.31 £0.20 4.140.39 4.0+0.14 4.14 +0.33 431 + 1.01
1p <0.001
2
UM®DAT 4594019 | 503+041' | 50440243 | 49140392 | 384+ 1281234 |P< 0.001
3p =0.006
4p=0.036
Ip <0.001
2
[MH® 3017+ 1210 | 2775+ 1592 | 2421 +043° | 27.72+2.42% | 33.69 + 3391234 | P <0.001
3p < 0.001
4p <0.001
p < 0.001
2
TK 24340100 | 26240112 | 2914009 | 2.63+019% | 213+ 0291234 | 2 <0001
3p < 0.001
4p < 0.001
TO 3.36 £ 0.11 3.21 £0.25 3.06 +0.07 3.22+0.22 3.33+0.55
VAT 4.06 +0.31 3.90 +0.54 3.23+0.24' | 3.81 +0.53 3.85+0.61' 1p=10.004
A 3.60 +0.24 3.29+0.20 3.19 £ 0.15 3.36 £ 0.25 3.5540.70

25.07 umonb/mMuH/Mi, ipu 11 — 27.4—29.12 HMOb/MUH/MIT,
npu 111 — 31.97—33.09 amonb/MuH/Mi1. BepostHo,
TaKue SH3MMHBbIC IT0Ka3aTelIn, KaK aKTUBHOCTh AJTA
1 AK mia3mMbl KpOBU 1 JIM3aTOB JIUMGOILMTOB MOTYT
OBITh PACCMOTPEHHI B JAJIbHEHUIIIEM B KaUueCTBE Map-
KepoB — KaHaugaToB aktuBHoct CCJI.

SAKJTIOYEHUE

CornacHO MoJIydeHHBIM JaHHBIM MaTOJIOTUYECKUI
npouecc npu CCJI compoBoxnaeTcss AucOaTaHCOM
aKTUBHOCTE# SH3MMOB ITyPUHOBOTO W TTMPUMUITHO-
BOTO METa0O0JIM3MOB. DTU U3MEHEHMUST aCCOLIMUPYIOT-
CsI CO CTEMEeHBI0 aKTUMBHOCTH ayTOMMMYHHOT'O BOCITa-

YCIEXU ®U3NOJIOTUYECKUX HAYK

JIEHUSI Y BHOCSIT CBOI BKJIaJ B (pOpMUpPOBaHUE MATOTe-
He3a 3a001eBaHMSI.

CC]JI xapakTepu3yeTcs IIMPOKUM CIIEKTPOM pas3-
HOOOPa3HbIX HAPYIIEHUI KJIETOYHOTO U TYMOPaJIbHO-
ro uMMyHuTeTa: T-KIIeTOUYHAs aKTWBAlIMs, TU3PEry-
gguusg B cucteme Th;—Th,-KJeToK, MNOBBILIEHNE
YPOBHS OTIIEJIbHBIX LIMTOKWUHOB, HAJIMYKE CIIendu-
YEeCKUX aHTUHYKJICAPHBIX Y1 aHTUHYKJICOJISIPHBIX aH-
TUTE]l — aHTULEHTPOMEPHBIX, AHTUTONOM30MEpPa3-
HbIX, PHK-antuten, AHLIA, aHTUTEeN K SHIOTEJINIO,
pa3IMYHBIM KOMIIOHEHTaM COCIMHUTEILHOM TKaHMU,
sH3uMaM |13, 37]. Joka3aHa rmaToreHeTdecKast pojib
T-KJIeTOUHBIX HAPYIIIEHU, X BIUSIHYE Ha pa3BUTHUE
cocyaucToii maronoruu u ¢puodposa npu CCIH. [13].
MOKHO IIPEeAIIoNIOXUTh, UTO ONpeaeIeHHbII BKJIa B
Ne 3
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pealM3alyIo 3TUX MNPOLIECCOB, BHOCIT TaKXKE U3ME-
HEHUSI MeTa00JIMYECKOTO YPOBHSI.

BrisiBieHHOE HAMU CHUXKEHME aKTUBHOCTU AJTA,
0oJiee BEIpaXXeHHOE IIPU BICOKOIT aKTUBHOCTH CKJIE-
pOASPMUYECKOTI0 TIpoliecca, BeAeT K HAKOIIJICHUIO B
JmMponmnTax ageHo3nHa. CorjlacHO JaHHBIM JIMTEpa-
TYpbl, aA€HO3WH BBHI3BIBACT 3aMeljieHHe OMOCHHTE3a
PHK, IHK B numdonuTax, ux rudeib Wil yCUuieH-
HEBI1 anonTo3, oco0eHHO T-I1uM@POLMTOB, Hapylle-
HUS TIPOILIECCOB Mpoandepaliny, YTHETESHUE CYIIpec-
COPHOI U KWJUIEpHOI (DYHKIUI, UHAYLIMPYET IMTOBbI-
IIeHUe CUHTe3a (pakKTopa HEeKpo3a ONyXOjaM alibga
[16]. IIpu 3TOM KOMITEHCATOPHBIII MEXaHU3M YTUJIN-
3allMU MOBBIILIEHHBIX KOHLICHTPALMi aIeHO3UHA, pe-
AJIM3YIONIUICS Yepe3 IOBBIIIeHNE aKTUBHOCTH AK,
AM®-ne3amunasel [4], UM®AOI, 4yTo KOCBEHHO
IMOATBEPKIAETCI CHUKeHEM akTuBHOCTU 5'-HT [6],
BEPOSITHO HE MOXET B IOJHOM Mepe HUBEIUPOBATh
BO3HUKAIOIINI TrcOaIaHC.

Hedunur aktuBHoctu ITH® B numdonmrax, Ha-
pacTalomuii ¢ yBeJIMYEHUEM CTEIIEHU aKTUBHOCTU
CCJ/I, mpuBOIUT K HAKOIUICHUIO B HUX JIE30KCHUTya-
HO3MHA. DTOT MEeTa0OJIMT HapyllIaeT IPOLIECCHI ITPO-
Judepauuu u nuddepeHIauu JTMMEOLUTOB, OIO-
cpemyeT 1oTepio T-muMmdonuraMy MMMYHOCYIIpEC-
COPHOTro BO3AEUCTBUS Ha B-mmMdouuThl, a Takxe
JIPYrUX MOPUCYIINX UM (DYHKIIMOHAJIBHBIX CBOIICTB,
YTO MOXKET OOYCJIOBUTH HapyllIeHHE KOOIEePaTUBHBIX
B3aUMMOJIEHCTBUI KJIETOK UMMYHHOI cucteMsl [33, 39].

M3MeHeHusT mpoLeccoB CeIeKIIMM UMMYHOKOM-
METEHTHBIX KJIETOK, WX IOJMKIOHAIbHOW U KJIO-
HaJIbHOI aKTUBalLlMU, CO3peBaHUsI a(DUHHOCTHU BbI-
pabaTbIiBaeMbIX aHTUTEJN, MOT'YT ObITh OOYCJIOBJIEHbI B
TOM 4YHCJI€ BBISIBIEHHBIM HaMU CHUXKEHUEM aKTUB-
Hoctu LIJIA, sBasiolieiicss MHIYKTOPOM coMaTuye-
CKUX TUIepMyTalliii TeHOB UMMYHOIJIOOYJIMHOB [ 11].

[MonyyeHHBIC TaHHBIE O POCTE AKTUBHOCTU JIMM-
douutapHoii TK ciy:kaT KOCBEHHBIM ITOATBEPXKIC-
HUEM WHTEeHCU(MUKAIUU O00pa30BaHUS HE30KCUTU-
MmuguHMoHOodochara (ITM®) uepe3 “3amacHoit”
IMyTh CUHTE3a, YTO XapaKTepHO MJisI ITOATOTOBKU
ObICTpO nesiimxcs kiaeTok K cuHTtesy JIHK u corna-
CyeTCsI C IIPENCTaBICHUSIMHU O COIIPOBOXIAIOIIEH
pazputue CCJI akTuBauuu JUM@OILUTOB.

Takum 06pa3oM, BbISIBICHHbBIE B BBIITOJTHSIIOIINX
y3KOoCHenanbHble QYHKIMM JTMM@POINTAX MHOTO-
YUCJIEHHbIE U3MEHEHUsI aKTUBHOCTU YH3UMOB, OT-
BETCTBEHHBIX 32 OOMEH HYKJIEMHOBBIX KMCJIOT, MOTYT
BHOCUTD CYIIECTBEHHBII BKJIaJl B IPOIPeCCUPOBaHUE
CCI.

DH3UMHBINA Tpodmib 1ia3Mbl kKpoBu Ipu CCJI
XapakTepusyeTcs nosbilieHneM aktusHocty O/,
NUMOITI, TTH®, TK, T®, VAI'; 3H3UMHbBIA Ipo-
¢wiIb TM3aTOB JIUMMOLIMTOB — MOBBIIIIEHUEM aKTUB-
Hoctu AK, UMM®IT u TK, cHUXXeHeM aKTUBHOCTH
AIIA, TK, ITHO®.

AKXTUBHOCTh UMMYHHOro BocmaneHus rpu CCJI
MPSIMO  KOPPEIUPYeT ¢ IUIa3MEHHOM aKTUBHOCTBIO

YCIEXU ®U3NOJIIOTUYECKHNX HAYK  tom 50

Ne 3

AK, 104, UMOAT, ITH®, TK, YAI', akTuBHO-
croio AK, UM®/TI, TK nu3aTtoB 1MuM@oLUTOB; 00-
paTHO KOppeaupyeT ¢ INIa3MEHHON aKTUBHOCTLIO
AIA, TK, T®, akrtusHoctbio AJIA, T'K, JOIT,
I[MH®, TO, YATI', LA nu3aToB TUM@OLIUTOB.

N3MeHeHUsT aKTUBHOCTU DH3UMOB, PEryIUpPYIO-
IIMX OOMEH HYKJICOTHUIOB, COCTABJISIIOT HEKOTOPEIC
natoreHetTudeckue 3BeHbs1 CCJI, crroco0cTBys hop-
MUPOBAHUIO XapaKTEePHLIX IJIS JaHHOTO 3aboJjieBa-
HUS ocoOeHHOCTel MeTabooMa.

Bripaborka HOBBIX ToaxonoB K JjedeHuio CCJ,
OCHOBAHHBIX Ha KOPPEKLMUU HAPYIIEHHBIX 3BEHBEB
IMYPUHOBOTO ¥ MUPUMUINHOBOTO METab0OJIM3Ma, MO-
KET paccMaTpuBaTbCsl B KauyeCTBE OJHOIO U3 Tep-
CIICKTUBHBIX NyTel MOBBILIEHUS 3(O(PEKTUBHOCTU
JIeUeHUsI JAaHHOTO 3a00JIeBaHusl.

CeronHsa BO3[eiCTBME Ha (PepMEHTHI HYKJIEUHO-
BOTO OOMeHa HaXoAuTCcs B (POKyce BHUMAHUS MPU
pa3paboTKe JIeKapCTBEHHBIX ITpenapaToB ILIMTOCTA-
TUYECKOrO JOENCTBUS, MPUMEHSIEMBIX IJIsI JIEYEHUS
ayTOMMMYHHBIX 3a00yieBaHMii. B TO ke BpeMst ompe-
JIieJIeHHbIe TIEPCIIEKTUBHI B JICMEHUU PEBMaTUUYECKUX
0o0JsIe3HEM, BEpPOSITHO, MOXET UMETh TapreTHast KOp-
peKuMsT MeTabOIUIECKUX HapYLICHMIA, HAIIpaBIeH-
Hasi HA HOPMaJIM3aLlMI0 YPOBHSI ITyPUHOBBIX U MAPU-
MUIUHOBBIX META0OIUTOB.
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Systemic scleroderma is a severe autoimmune injury of connective tissue, which is accompanied by diffuse
microcirculatory impairment as well as skin and visceral fibrosis. Despite the fact that most of current re-
searches are focused principally on immune disorders within the framework of scleroderma development,
pathogenesis of this condition includes a wide variety of intracellular metabolic shifts. Both purine and py-
rimidine metabolic pathways are diverse and multistage cascades of enzymatic reactions that lead to produc-
tion of a broad array of regulatory and metabolically active substances. Imbalance of intracellular enzymatic
activities involved in purine and pyrimidine metabolism is a distinctive feature of systemic scleroderma, it also

intimately associated with disease activity and progression.

Keywords: adenosine deaminase, adenosine kinase, guanylate kinase, dihydroorotate dehydrogenase, IMP
dehydrogenase, purine nucleoside phosphorylase, thymidine kinase, thymidine phosphorylase, uracil/thy-
midine dehydrogenase, cytidine deaminase, systemic scleroderma, lysed lymphocytes, blood plasma
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