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Pestlome: LlenTa Ha HacToALWOTO M3cneaBaHe e ONTUMM3MPaHEe Ha paHHaTa AuarHocTukKa
Ha nporpecuBHaTta cuctemHa ckreposa (MCC) n cb3gaBaHe Ha anropuTbM Ha
noeefeHve npu Tesn 6oNHW Ypes nscnenBaHe Ha LUMPOK NaHen oT aBToaHTuTe-
na v MHCTPYMEHTanHW MeToau Ha uscnensaHe. B npoyyBaHeTo 6s5ixa BKIHOYEHU
10 naumMeHTn OT XKEeHCKU Non — 7 CbC CbMHeHKE 3a paHHa NMCC n 3 HoBogmarHo-
ctuumpanm ¢ NCC, Ha kouTo 6Axa NPOBEAEHN KanunApoCKonusi, PYyHKLMOHANHO
n3cnefBaHe Ha OMWIAHETO, KOMMITbPHa TOMorpadus, KakTo 1 onpefensHe Ha
aHTuHykneapHn aHtutena (ANA) upe3 nHAMPEKTHa MMYHOMIyopecLeHUmsa 1
nmyHobnoT 3a 13 TunuyHm 3a MNCC aBToaHTUTena. pu nscneagBaHe Ha MUKpPO-
uMpKynaumsata 4ypes Buaeokanunspockonus Gelle yctaHOBEHO, Ye BCUYKW na-
LUMEHTU NposiBABAT NOHE efAMH OT MOPAONOrMYHMTE Mapkepu Ha Ae3opraHusa-
UMs Ha KanunsapHoTo pycrio. Mpu naumMeHTuTe ¢ AaHHM 3a CUCTEMHO 3abons-
BaHe Ha CbeAuHUTENHaTa TbKaH HaW-4eCcTO CPeLlaH € PaHHUAT Kanunspockon-
CKu cknepopepmeH mogen — 5 ot 6onHuTe. MNpn 9 OT NauneHTUTE ycTaHOBUXME
AaHHM 3a 6enogpobHO aHraxupaHe, KaTo 4 OT TAX — C PECTPUKTUBHU MPOMEHN.
Mpwn 8/10 6onHu yctaHoBMxMe Hanmune Ha ANA, a npu 6/10 — Hanuune Ha aH-
TUTEna cpeLly KOHKPEeTHWU cknepogaepMHu aHtureHn kato: PHK nonumepasa lll
(3 6onHun), ueHTpomep-acoumupanu npotenHn (CENP) (2 naumeHTtn), Ro-52 (no
2 60onHn) 1 Th/To (1 naumeHT). Owe npu paHHa MNMCC ca Hanvue NoBeYeTo op-
raHHu yBpeaw, kaTo 6sixa yCTaHOBEHW acouuauuy Mexay TsX U ckrnepogepma-
cneundnyHUTe aHTMTena. Hawute gaHHM noTBbpXaasaT, Ye abHopmHaTa Ka-
MUNSIPOCKONCcKa KapTuHa, npomeHute B GenogpobHata yHKUMS 3aedHO CbC
cneundmyHm 3a NMCC aHTMTEna nokassar ronsiMa BEpPOSTHOCT 3a pasBuTHE Ha
AedunHnTtmeHa MNCC, gokaTo nuncata Ha aHTUTena rno-ckopo Hamarnsisa Tasu

Bb3MOXHOCT.
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Ha yHKUMSA, paHHa guarHocTuka
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Abstract: The aim of this study was to optimize the early diagnosis of progressive

systemic sclerosis (SSc) and to propose an algorithm for management in these
patients by studying a wide panel of autoantibodies and through instrumental
methods. The study included 10 female patients — 7 with suspected early SSc
and 3 newly diagnosed with SSc patients who had clinical and instrumental data
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(capillaroscopy, pulmonary function tests, computed tomography) and
immunoassays (determination of antinuclear antibodies, ANA, by indirect
immunofluorescence and immunoblotting 13 typical SSc antigens). We found
that all patients exhibited at least one of the morphological markers of
disorganization of the microcirculation. In patients with a history of systemic
autoimmune disease, the most common pattern is the early scleroderma model
— half of the patients. In 9 patients we found features of lung injury, 4 of them —
with restrictive changes. In 8/10 patients we found the presence of ANA, where
in 6/10 — the presence of antibodies against specific antigens for scleroderma:
against RNA polymerase |l (3 patients) against centromere-associated protein
(CENP) (2 patients) and Ro-52 (2 patients ), against Th/To (1 patient). Even in
early SSc, there are many organ damages and we found associations between
them and scleroderma specific antibodies. Our data confirm that abnormal
capillaroscopy picture, changes in lung function in combination with SSc-specific
antibodies indicates a high probability of developing clinically definite SSc while
lacking of antibodies rather decreases this opportunity.

progressive systemic sclerosis, autoantibodies, capillaroscopy, pulmonary func-
tion, early diagnosis
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MporpecuBHaTta cuctemHa ckneposa ([1CC) e
Han-4eCcTo cpellaHaTa dopMa Ha CKrnepogepMmns n
ce gedvHupa Kato XPOHWYHO MYMTUCMCTEMHO 3a-
bonsiBaHe Ha CcbeauHUTENHaTa TbKaH, XxapakTepu-
3MpaLLo ce C MUKpoaHrmonaTtusi, pmbposvpaHe Ha
KOXaTa M BbTPELUHWUTE OpraHn U UMyHHa gucpery-
nauua c obpasyBaHe Ha cneunduyHM aBTOaH-
TMTena. TunuyHuM 3a 3abonsiBaHETO ca BUCOKa
XETEePOreHHOCT, pa3BUTWE Ha TpamHW aTPOUYHU
NPOMEHN, HENPEABUANM XO[, BUCOKA CMbPTHOCT U
OTHOCUTENHA PE3NCTEHTHOCT KbM Tepanus [16, 17].

MCC ce pasgens Ha Tpu nogdopmMu, KaTo Mbp-
BaTa Cce O3HayaBa KaTto nuMuTupaHa (orpaHuyeHa)
KOXXHa cbopma M 3acsra kokarta Ha KpavHuuuTe o
HMBOTO Ha NakTWUTe U KoreHaTta, a MoraT Aa 6baar
3acerHatM u nuueto u wusta. OBUKHOBEHO ce
acouumupa c neka KbM yMepeHa opraHHa dubpoasa.
BToparta copma e gudysHaTa, nssisaealla ce ¢ au-
dy3HO KOXHO 3acsraHe, KOeTO BkIto4Ba begpa, pa-
MEHa M TOpC, KOPECMOHAUPALLO C MO-TEXKN OpraH-
HY nopaxeHus. TpetaTta dopma obeanHsisa B cebe
CW MHOXecTBOTO npunokpusawm ce ¢ NCC aBTo-
UMYHHM 3abonsiBaHWs, BKIOYBALLW: CUCTEMEH fy-
nyc, aBTOMMYHEH MMWO3WUT, PEBMATOWMAEH apTpwT,
Backynutu [16].

NMCC e TMNNUYHO CUCTEMHO aBTOMMYHHO 3ab0-
nsiBaHe, Kato MNpUYMHUTE U MEXaHW3MUTE 3a Bb3-
HVKBaHe He ca HanbfHO M3sicHeHW. [onycka ce
reHeTUYHO MpeapasnosiokKeHne, CBbP3aHO C HAKOU
anenn ot HLA cuctemata, kato HLA-A1, HLA-BS,
HLA-DR5, nonosa npegucnosnuus, Kakto u Bnus-
HMEe Ha pasnuMyHK akTopu Ha cpegaTta: (PU3NYHU
Bb34eNcTBUS (TpaBmu, BUOpaLmm, HACKKM TeMnepa-
TYpun); XMMWUYHM BellecTBa (apoOMaTHW BbINEBOAO-
poau, NONMBUHWAXIOPWA, CUITMLVEB ABYOKMUC); Me-

OVKaMeHTU (6reoOMULMH, CUMMKOHW); OCTPU U XPO-
HUYHU MHAEKLMMN, EHOOKPUHHM HapyLUeHusi, ounaun-
yecka n ncuxuvecka ymopa, crpec [1, 18, 19, 28].

B natoreHesata Ha cucTemHaTta ckreposa ur-
pasiT ponsi TpM OCHOBHW MATOreHeTUYHW npoLeca:
yBpexgaHe Ha MarkuTe CbAOBe M pa3BuMTUE Ha
BacKynonaTtusi, OTK/NOYBaHE Ha aBTOMMYHEH OTrO-
BOp M pa3BUTUE Ha reHepanuaupaHa cubposa [2,
30]. YBpexgaHeTo Ha CbOOBWUS €HOOoTen urpae
LeHTpanHa pons B natoreHesara, KaTto BCe OLLe He
ca U3sACHEHM haKTopuTe, OTKIHOYBALLM NaTONorny-
HWS Mpouec. YCTaHOBEHO €, Ye eHOoTenHuTe Knet-
KM Ca He caMO NacuBHW PeLMnMEeHTN Ha cbaoBaTa
yBpeaa, HO B3eMaT aKTMBHO y4acTue B pasBUTMETO
Ha Bb3nanuTenHus npouec B cbhoBaTa cTeHa [12].
B npoueca Ha cbAoBO yBpexaaHe, Hapen C eH-
OOTEINHUTE KMETKM yyacTBaT M pacTexHu cakTopu
kato VEGF (cbooBoeHpoTeneH pactexeH aktop),
PDGF (TpoMbouuTeH pactexeH ¢akTop), NPoBb3-
nanutenHn umtokmHm kato TNFa, IL-6, IL-1 [24].
BTopuaT kntovos npouec B natoreHesarta Ha NCC e
aBTOMMYHHUSIT OTrOBOP — KMETbYEH U XyMOparieH,
KaTo aBTOaHTMTEeNnarta ca Yyecta Haxodka npu Tesun
6onHu. Hsakom aBTopu pasgenat adTutenara,
nosutmeupawm ce npu NCC, Ha oBe rpynu — Taku-
Ba, KOMUTO MOraT Aa Mmart npska natoreHeTn4Ha po-
nga (aHTMeHOOTENHOKMNETbYHM aHTUTEena, HacoYeHu
cpelly cubpobnactute n/unmn konareHesata). Bro-
paTta rpyna aHTMTena, Haco4YeHu cCpeLly pasnv4yHu
HykneapHu aHTureHn (ANA), ca aHTUTena cpeuly:
Scl-70, CENP, RNA polymerase, Th/To, 3a kouto
nuncBaT AaHHM 3a NPSiKo NaToreHeTUYHO AeNCTBme,
HO ca He3aMeHVMW B AnarHoctuyHus npouec [30].

YCTaHOBSIBAHETO Ha aBTOAHTMTENA He e JocTa-
TbYHO 3a MpeLun3Ha AuarHo3a M Haped C Hero ce
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M3Mnon3BaT MHOXECTBO MHCTPYMEHTanHu MeToaw.
Cnopen EULAR Scleroderma trials and research
(EUSTAR) koHcTenauusta mexagy Raynaud's de-
HomeH, ,puffy fingers” n Hannuneto Ha ANA npegac-
TaBnsiBa ,4YepBeH nar‘ 3a CbMHEHWEe 3a paHHa
cknepogepmus [23, 25]. MNopaan ToBa ycnopeaHo ¢
onpepensHeto Ha ANA, kanunspockonusaTa e Bax-
Ha OuarHoCcTM4YHa npouenypa npwW oueHkata Ha
©onHu cbe cMHgpoM Ha Raynaud. Kannnapockonu-
siTa NPUCBCTBA B KNacuuKaLMoOHHUTE KpUTEpUK 3a
NCC, kato ce npegnonara, 4ye NbpBUTE Kanuns-
POCKOMCKM MPOMEHWN MPeaxoXaaT C FOAVMHU TUMWY-
HWUs1 cknepogepmeH Mogen. MHOro KnMHUYHU Mpo-
y4yBaHMS MoOKasBaT HenHaTa MPUITOXUMOCT KaTo
ONarHoCTUYEH MHCTPYMEHT B MHOr0O paHHUTe ¢hasu
Ha 6onecTtTa [4, 15, 23].

BenoppobHOTO 3acsraHe e gpyra 4yecrta nposisa
npu MNMCC n e oCHOBHa NpuyMHa 3a CMbPTHOCT, MO-
pagu KoeTo MHCTpyMEHTanHuTe u3creaBaHust Ha
fenogpobHaTa PYHKUMSA ca M3KMOUYUTENTHO BaXHWU
B OWarHOCTUYHUS apceHan. Opyrm AMarHOCTUYHM
MeToaM KaTo coHoenacTorpadusaTa U Tepmorpa-
dusiTa aKkueHTMpaT BbpXy OLEHKa Ha NMPOMEHUTE B
CTPyKTypaTa M MUKPOLMPKYraumsaTa Ha KoxaTta u
NMoAKOXHATa TbKaH W CrnyxaT 3a OTKpMBaHe Ha
paHHu npomenu npu MNCC [13, 32].

M3non3BaHeTo Ha KOMOWHaUMA MeXay MHCTPY-
MEHTarnHn n3cnenBaHus U OTKPMBAHETO Ha crneuu-
duYHM aBTOaHTUTENA BN NO3BONMMIO MNOCTaBAHE Ha
OmMarHosa B paHHUTE CTaguMu Ha 3abonssBaHeTo.
Tosa 61 MOrno ga MMa u NpeguKkTMBHa CTOMHOCT 3a
OTKpMBaHe Ha BOSTHM C BUCOK PUCK OT YCIOXHEHUS,
KaTo AMr1TanHu ynuepauum 1 opraHHu NnopaxeHus,
KOeTo 61 MO3BONUIIO paHHO 3aroyBaHe Ha Moaxo-
OAauo neyexHue [29].

LlenTa Ha HacToAWOTO MU3creaBaHe e onTUMU-
3MpaHe Ha paHHaTa AMarHocTUKa Ha NporpecuBHa-
Ta CMCTEMHa CKINepo3a U Cb3AaBaHe Ha anropuTbM
Ha nosefeHve npu Tesu GOMHU Ype3 u3creaBaHe
Ha LUMPOK NaHen oT aBToaHTMTenNa, yCTaHOBsBaHe-
TO Ha KanunsipOCKOMCKN HaXxOdKNW M OaHHU OT K3C-
neaBaHe Ha 6enoppobHata dyHKkums. Hapepg ¢ To-
Ba Ce Lenu yTodHsBaHe ponsTa Ha onucaHuTe au-
arHOCTMYHM npoueaypu 3a pasnpegeneHveTo u
yecTtoTaTa Ha 3abonsiBaHEeTO, KakTo M Bpb3kaTa C
OMNpedeneHn OpraHHW nopaxeHus u no-6bp3aTa
eBonoums.

MATEPUAN U METOOM

Mayuenmu

B npoyuBaHeTO Gsixa BkntodeHn 10 nocnegosa-
TenHu 6onHM Ha cpeaHa Bb3pacT ot 33 o 53 ro-
OWHN (cpedHo 45.2 rod.), BCUYKM OT XKEHCKU Mo,
noabpaHn NPOCMNEKTUBHO MO CrieQHUTE KPUTEPUMN:

1. XocnutanuanpaHn 60MHM CbC CbMHEHME 3a
paHHa NCC (c nposiBu Ha Raynaud's deHOMEH 1
“puffy fingers”) — 7 naumeHTn.

2. HoBogmnarHocTMumMpaHm naumeHTu ¢ aokasa-
Ha amarHos3a [NCC cbrnacHo knacugukaumMoHHUTE
kputepun Ha ACR/EULAR (2013) ¢ gaBHOCT no-
Marnko ot 6 meceua — 3 naumMeHTu.

BonHuTe Gsixa BKNOYBAHM B NPOYYBaHETO crnes
nognuceaHe Ha WHMopmupaHo cbriacue, Kato
nacneaBaHeTo 6e ogobpeHo ot ETnuHaTta komucus
kbm MY — Cocmsa n YMBAJT ,Cs. MeaH Punckn”,
Codpus.

Knunu4Hu u UHCMpyMeHmarsiHu memoodu

Ha Bcuuyku naumeHTM e HanpaBeH dusmkaneH
nperneg no cMCTeMM U e NpoBedeHa BuAeoKanu-
NAPOCKONUA C Ka4YeCTBEH U MOMYKONMYEeCTBEH aHa-
nn3. KannnsapockonckuaT moaen € onpeneneH kaTo
HavaneH, akTUBEH N KbCeH. Hapep ¢ ToBa Ha BCWY-
K/ NMauMeHTU e NpoBeaeHO M3crneaBaHe Ha bOenoa-
pobHaTa yHKUNS Ype3 (PyHKUMOHAMNHO U3cnenBa-
He Ha JguwaHeTo — BuTaneH kanauutet (PUI-
®BK), dopcupaH sutaneH kanaumtet (FVC) n Ge-
nogpo6eH andyanoHeH kanaumtet (DLCO) ¢ mem-
OpaHHa 1 anBeonapHa hasa 3a yCcTaHOBsIBaHE Ha
paHHU HapyLweHuss B 6benogpobHaTta dpyHkums. Mpu
OTKpMBaHETO Ha TakuBa ce nposexgawe ExoKl un
ce onpepfenswe HansraHeTo B a. pulmonalis. Mpu
nauneHTUTe Oelle K3MNoOM3BaHa KOMMOTbpPHA TO-
Morpacmsi C BMCOKa pe3ositioumns ¢ Len yCTaHOBS-
BaHe Ha 6enoapoOHM U3MEHEHUS.

UmyHono2u4yHu memodu

Bcuukn naumeHTn 6sxa nscnegBaHu 3a aHTu-
HykneapHu aHTutena (ANA) ypes:

1. MngnpektHa  mmyHodnyopecueHumsa  (lIF)
BbpXxy cybcTpat HEP-2 knetku (Anti-nuclear antibo-
dies HEp2, Biosystems, Spain) — Gelue ycTtaHOBEH
TMTBbp Ha ANA B cepymnte Ha 10-Te nauueHTn.

2. ImyHOGNOT TexHuka, BkouBawa 13 pas-
NIMYHWM @HTUTEHM, pas3no3HaBaHW OT TUMUYHKU 3a
NMCC ANA aBtoanTuTena (Scl-70; CENPA; CENP
B; RP11; RNA polymerase |lI; fibrilarin; NOR9O;
Th/To; PM/SCL100; PM/Scl75; Ku; PDGFR; Ro52)
(Euroimmun, Germany) — 6sixa yCTaHOBEHWN TUMUY-
HuTe 3a 3abongaBaHeTo crneundunyHm ANA aBTOaH-
TMTena.

TecToBeTe Gsixa NPOBEAEHN, KATO CTPUKTHO ce
cnasBaxa MHCTPYKLUUTE Ha NPOM3BOAUTENS.

Cmamucmu4yecku memodu u cogpmyep

3a aHanmM3 Ha [JaHHMTE ca W3nonseaHu Ae-
CKpUMNTUBHA cTaTuctuka n codtyep Microsoft Office
Excel 2007.
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PE3YNTATU

Ho3osno2u4yHu eQuHUyU U cCUHOPOMU —
knacughukayusi

Mpu Tpuma naumeHTn BGe nocrtaBeHa AmarHosa
MCC cbrnacHo knacurkaunoHHUTE KpUTepun Ha
ACR/EULAR (2013) Bb3 OCHOBa Ha KIIMHU4YHUTE,
nabopaTopHNUTE, WUMYHOMOIMYHU W  XUCTONOTUYHM
nscnegsaHusa. lMNMpu 1 naumeHT Gsxa ycTaHOBEHW
HEKPOTUYHM KOXHW ne3ann 6e3 TmnmyHa kapTyiHa Ha
cknepogepmusi, eauH Oelle ¢ kapTvHa Ha peBMa-
TOMOEH apTpuT, ABama — Ha NPUMNOKpPMBALLO PEB-
MaTU4HO 3abongaBaHe. YeTvprma naumeHTn ce xa-
paktepuaupaxa ¢ Raynaud-cbeHomeH, OokasaH cC
KMMHUYHU U KanWUsipOCKOMNCKU AaHHW. Te3n nauwm-
€HTW nokasBaT cTurMm Ha cknepogepmus (puffy
fingers) n ANA B cepyma. B Tabn. 1 e npeacraBeHo
pasnpeaeneHneTo Ha NauMeHTUTe Mo HO30M0rMYHM
eouHnLN.

Ta6nuua 1. Ho3onormyHa NnpMHaaneXHoOCT Ha 6onHUTe

Bud Ho3onozu4yHa eduHuua Bpol 6onHU
Mncc 3/10
HekpoTunyeH Backynut 1/10
MpunokpuBaly cMHapom 1/10
PesmarounaeH aptput 1/10
CuHgpom Ha Raynaud 4 /10

Kanunspockoncku daHHu

Mpn npoBeneHOTO M3crnedBaHe Ha MUKpOLMp-
KynauusaTa (KanunspHOTO pycrio) Ypes3 BuaeoKanu-
napockonus 6ele yCTaHOBEHO, Y€ BCUYKM NaLmeH-
TV nposBsiBaT MNOHE €AWH OT MOPMONOrMYHUTE
MapKepu Ha Ae30praHnsaLms Ha MUKPOLMpKynaum-
STa, BKM. MraHTCKM Kanunspu, MUKpoxXemoparuu,
3aryba Ha Kanunsipy, aBacKynapHU 30HW U HeoaH-
rmoreHesa. lNpn ocem oT GonHute 6e Hanuue TU-
nMMYHa KanuNspoCKOMCKa KapTUHa Ha CuUcTeMHa
CKkneposa M camO Npu [BaMa MMmalle AaHHW 3a
cvHgpom Ha Raynaud, 6e3 TakuBa 3a CUCTEMHO
3abongBaHe Ha cbeauHutTenHaTta TbkaH (C3CT).
Mpn naumeHTnte ¢ gaHHu 3a C3CT Han-yecTo cpe-
lWaH € paHHUAT KanunsipoCKOMNCKU CKIepoaepMeH
mozen — 5 ot 6onHuTe, Npu 3 MMa akTUBEH U NpuU
HUTO eOWH KbCEH Kanunsipockornckn moaen. OaHHu-
Te ca npenctaBeHn B Tabn. 2.

HaHHu om ¢yHKyuOHasIHOMo u3criedeaHe
Ha 6es100pobHama ¢hyHKUUS

Mpn npoBenexnaHe Ha m3cnensaHe Ha Oeno-
OpobHaTa yHKuns vpe3 dyHKLMOHANHO u3cneg-
BaHe Ha AuvaHeTo — BuTaneH kamauyuteTt (PUI-
BK), cdopcupan ButaneH kanauyuteT (FVC) n 6eno-
apobeH gudysnoHeH kanauutetr (DLCO) c mem-
OpaHHa 1 anBeonapHa ¢asa 3a geTekTMpaHe Ha
paHHM HapyleHusa B 6enogpobHaTta yKumst u kom-

MoTbpHa TOMorpadums ¢ BUCOKa pes3ontouus, ycrta-
HOBUXMe, Ye 4 OT NauneHTUTe MmaT PECTPUKTUBHM
npomeHu. lMpu Tpuma OT NaAUMEHTUTE MONyYnxXMe
OaHHM 3a 6enogpobHO aHraxkupaHe npu ToTaneH
6enogpobeH kanaunet TLC < 75% oT npegukTmB-
Hus n npyu FVC < 80% oT npeanktneHus. [Npn HUTO
€[QVH OT MauMeHTMTe He Ce Hamepuxa [aHHM 3a
nyriMOHanHa XuNepTOHWUS WU aHraxupaHe Ha
CbpAevHO-CboBaTa cucTema.

Ta6bnuua 2. PasnpegeneHue Ha 60nMHUTE NO Kanunsipockon-
CKM Haxoaku

Haxodka Bpoi 6onHu
3aryba Ha kanunspu 3/10
YronemeHu kanunspu 7/10
['vraHTckn kanunspm 7/10
Mukpoxemoparuu 5/10
Pamudumkauns 0
Mopen:

paHeH 5/10

aKTuBeH 3/10

KbCEeH 0
CwuHgpom Ha Raynaud 2/10

HaHHu om u3cnedeaHemo
Ha aesmoaHmumena

Mo oTHOLWIEeHNe Ha CKpMHUPpaHe Ha cepyMuTe Ha
naumeHTUTe 3a Hanuune Ha aBTOaHTWUTEena, CBbP-
3aHu ¢ MNCC, npu 8 6onHu 6sxa yctaHoBeHn ANA B
TMTBp OoT 1:80 fo noBeye oT 1:1280. To3m TUTBLP Ha
nonoxwutenHn ANA npu 6 ot 6onHUTE Kopenupa u ¢
HanuMunMeTo Ha crneuuduyHN aHTMTEena, Haco4YeHu
CpeLly KOHKPETHM CKNepodepMHu aHTureHun. [pu
ABama OT naumeHTute He 6sixa ycTaHOBEHM che-
UMdUYHM aBTOaHTUTENa, a ABama OT nauueHTuTe
ca C oTpuuareneH MMyHobnot MeToA 3a creuu-
duyHK 3a NCC aHTUTENa Npn NOMNOXUTENEH TUTHP
3a ANA (tabn. 3).

Ta6nuua 3. PasnpegeneHue Ha pe3ynrtatuTte 3a HanuuvMe Ha
ANA aHTuUTena u cneuudmyeH naHen aHTUTena, cpeLyalum
ce Nnpu NauMeHTU cbC CUCTEMHA CKIlepo3a

MNMayueHm ANA Hanuyue u eud aHmumena,
CKPUHUH2 uscriedeaHu Ha umyHobrom

1 1:80 oTpuuarteneH

2 oTpuuarteneH oTpuuarteneH

3 > 1:1280 aHTn-CENP-A; aHTn-CENP-B

4 > 1:1280 aHTU-RNAP-III (155kDa);
aHTU-PM-Scl75

5 oTpuuarteneH oTpuuarterneH

6 1:640 oTpuuarteneH

7 1:80 aHTU-RNAP-III (155kDa);
aHTU-Th/To

8 1:160 aHTU-RNAP-III (155kDa);

9 >1:1280 aHTU-CENP-A;
aHTN-CENP-B; aHTn-R052

10 1:80 aHTK-Ro52
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AHanu3bT Ha AaHHUTE 3a pa3npenerieHneTo Ha
aBToaHTMTEnaTta, tunudHu 3a [CC, nokasea, 4e
Han-4ecTo CcpellaHuTe aHTUTena ca Te3n, Hacoye-
Hn cpewy PHK nonumepasa Il (3 GonHu), kato
camo npu 1 naumeHT e yCTaHOBEHO NMPUMNOKpPUBaHe
¢ knacuyeckute aHtm PM-Scl-75 anTtutena (dowr.
1). OT durypata € BMAHO, Y€ BTOPM MO pasnpo-
CTpaHeHue ca aHTuUTenaTta, HacodeHu cpeLly pas-
nnyHUTE HOPMM Ha LeHTpOMEp-acouumpaHn npo-
TemHn (CENP) n Ro-52, cbotBeTHO no 2 6onHu. B
Hav-manbk OpoV OT NauMeHTUTe ca OTKPUTU aHTU-
Tena, HacodeHu cpewy Th/To — PHK cBbp3anu
npoTenHu — 1 naumneHT.

Acouyuayuu Mexdy KNuHUYHUMeE, UHCMpYy-
MeHmasnHume u UMyHOJ/I02u4YHUMe GaHHU

AHTU-RNAP Il aBToaHTUTENATa ce Habnoaa-
BaT MpW NMauUeHTU C KOXEH BaCKyIUT, apTPUT, UH-
TepcTmumanHo 6enogpobHo 3abonsBaHe, NOHMXe-
Hne Ha DLCO u 6bbpeyHo 3acaraHe. AHTU-CENP
Osixa ycTaHoBeHW Mpu BOMHU C KOXHO 3acsiraHe,
BKI1. BACKynuT C gurutanHu ynudepauvm n UHTep-
cTMumanHo 6enoapobHo 3abonsiBaHe, KakTo W Mo-
HWkeH GenoapobeH andysnoHeH kanauuteT. MNpu
bonHuTe ¢ aHTUTena cpeuwy Ro-52 ce Habnwoga-
BaT KOXXHU NMPOMEHU 1 apTpuT, 6e3 aHraxupaHe Ha

A
Backynut
ApTtput .
Anti-RNAP I ILD
MpoTenHypus
B
ApTpuT Anti-Ro-52 Koo

3acdraHe

BbTpeLwHn opranu. lNMpu naumeHT ¢ aHTMTena cpe-
wy PM/Scl-75 n RNAPIIl, ce HabniogaBa KoxeH
BACKynuT, HTepcTuumanHa 6enogpobHa Gonect u
6Bb6peyHo 3acsaraHe (cwr. 2).

Ha T1abn. 4 ca npeacTaBeHy aBToaHTUTENaTa U
Kopenauusita um ¢ 6enogpobHO 3acsaraHe npu us-
crnefBaHaTa rpyna naumeHTu.

Anti-PM-
Scl75 -
1 6onex

Anti-Th/To - 1
6orneH

Anti-RNAP-III -
3 GonHu Anti-R052 -

2 605HM

Anti-CENP-
AICENP-B - 2
60nHM

®dur. 1. PasnpegeneHve Ha aBToaHTUTena, crneuuduyHu 3a
MCC, no 6pou nauMeHTN U NPOLEHTHO pa3npeaeneHue

b
WHTepcTuumanHo
6enonpobHo
3acsiraHe
KoxkHo B
Anti-CENP BacKynuT

3acdraHe

®dur. 2. Bpb3ka Mexay cMcTeMHa ckreposa-cneunduyinte AT n pasnuyHu KIMHUYHU NposBu: Acounauusa Mexay HSKOW K-
HU4YHU xapakTepucTuku u A. aHTU-RNAP lliI; B. aHTn-CENP, B. aHTn-R0o52

Ta6bnuua 4. ABToaHTUTENa npu 6enoaApo6HO aHraxumpaHe

AsmoaHmumsino | [NpoueHm 6onHu Kopenauyus
C Hanu4ue Ha ¢ 6e100pobHo
asmoaHmumerna 3acsieaHe
AHTU-RNAPIII 3/10 |DLCO
AHTU-CENP 2/10 |DLCO, ¢unbpo3sa
AHTU-PM/Scl75 1/10 |DLCO, ¢unbpo3sa

OBCBHXOAHE

CuctemHaTa ckrneposa € aBTOMMYyHHO 3abons-
BaHe, XapakTepuampallo ce CbC 3acsraHe KakTo Ha
KOXaTa, Taka M Ha BbTpPEelHUTe opraHun, KOeTo B
pesynTar MOXe Aa goBefe [0 Texka MHBanugmsa-
uMst 1 cMBbPT. YecTo HavanoTo Ha 3abonsBaHeTo
cTapTupa cbC cuHApoM Ha Raynaud, koeTto moxe
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na 6boe Oener m 3a MHOroO ApYrM HO3OMOTUYHU
eanHuum, vact ot kouto C3CT. Toa Hanara npe-
UM3Ha gMarHocTvka ¢ U3nonasaHe Ha uenusa Habop
OT KMVMHUYHW, MHCTPYMEHTanHU W MMYHOSOTMUYHM
meToau. Hawwmat aHanus 3anara Ha kombuHauusTa
OT KNWHWYHO M3cnedBaHe, onpegensHe Ha 6enoa-
pobHa (PyHKLMSA, Kanunsapockonusi U yCTaHOBSABaHe
Ha TunuyHK 3a MNCC aBToaHTUTena. OT nauneHTu-
Te, KOUTO u3cnegsaxme, Tpuma bBsxa ¢ gokasaHa
MCC, pokaTto npu 7 MMalle AaHHM 3@ Bb3MOXHa
aunarHosa NCC. OcHoBHaTa Len Ha HaleTo nNpoy4-
BaHe Oelue npeuunsHata guarHocTuka Ha 3abons-
BaHETO C M3nonsBaHe Ha KOMOMHMpaHusA noaxon,
onucaH no rope.

MepudpepHata MuKpoaHrnonaTus, xapakTtepHa
3a CC, moxe ga 6bae pasno3HaTa paHO uypes
Kanunapockonus. MukpoBackynapHuTe nesmm Mo-
rat ga ce knacuduumpaT B TpY pasnuMyHn mogena
— paHeH, aKkTMBEH U KbCEH, KOUTO Ca SICHO pa3nu-
YMMW OT HOpMarHus MoAen Ha kKanunsapute [2, 4,
13]. Mpu Bcuukm 6onHM ycTaHoBMXME MOpPEOMo-
MYHM MapKkepu Ha Ae30opraHusaums Ha MUKpoump-
KynaumsaTa, BKIl. TMFaHTCKU Kanunspu, MUKPOXEMO-
parnn, 3aryba Ha Kanunsapu, aBacKynapHW 30HU U
HeoaHrnoreHesa (Tabn. 2). XapaktepHata nocne-
OOBaTeNHOCT Ha MUWKpOBAacKynapHaTta yBpega 3a-
noyBa C YrofieMeHuW W TUraHTCKM Kanunsipu, noc-
nefaBaHa oT 3aryba Ha kanunsipu y HeoaHrMoreHe-
3a. [Npu nauneHTUTE, BKITKOYEHN B U3CNEABAHETO U
¢ pgaHHu 3a C3CT, Haw-4ecTo cpelaH € paHHUAT
KanunsapocKOmNCKN CKNepogepMeH MoAen — Mnoso-
BMHaTa OT HawwwuTe nauuneHtu. MNpu 3/10 nma aktn-
BEH M MPU HUTO €OMH — KbCEeH KanuisipOCKOMCKM
mogen. MNpn ocem ot GonHuTe 6e Hanuue TUNUM4YHa
KanunsapocKomncka KapTMHa Ha CMCTEeMHa Ckreposa
MU camo npu ABama MMalle AaHHM 3a CUHAPOM Ha
Raynaud, 6e3 TakmBa 3a C3CT. o nutepatypHu
OaHHU YyronieMeHuTe U TMraHTCKM Kanumnspw, 3ary-
6aTa Ha kanunsapu u cneunduryHMTe 3a CUCTEMHA
CKreposa aHTuUTena ca Hes3aBUCUMW NPeauKTopu 3a
pas3suTne Ha geHUTUBHA CUCTEMHA CKrepo3sa [4,
15]. PaHHMAT Mogen ce cumTa 3a Han-BaXKeH n 3a
dyHOaMeHTarneH 3a paHHaTa AmarHosa Ha CUCcTeM-
HaTa Cckreposa, KakTo M 3a pasrpaHnyaBaHeTo U OT
MbpBUYHMA cuHApoM Ha Raynaud [10, 13, 23].

Mpwn Bcnyknte 10 NaumeHTn 6e NpoBeAEHO U3-
cnegBaHe Ha 6enogpobHata PyHKUMSA 3a yCTaHO-
BsIBAaHe Ha MHTepcTuumanHa GenogpobHa Gonecrt.
Ta e Han-yecTaTta 6enoagpobHa nposia npu MNCC,
kato 40% OT nNauMeHTUTe MMaT PECTPUKTUBEH TUN
npoMeHun. ToBa ce NOTBbPXAABa U OT aBTOPU, KOU-
TO KOMEHTUpAT TaKkbB TUMN NPOMEHN B BernogpobHa-
Ta yHKumsa u npu > 90% oT ayToncupaHuTe nauu-
eHtn ¢ MNCC [5, 12]. Cuuta ce, 4e MMa OaHHK 3a
6enogpobHo aHraxupaHe npu TLC < 75% ot npe-
anktueHua n npyn FVC < 80% OT npeanktusHus [7,

32]. B HaweTo npoyyBaHe TakMBa CTOMHOCTU CMe
Habniogasanu npu Tpyma OT naumeHTtuTe. [lpu
ABamMa OT TAX Te3u NMPOMEHU ca B KombuHauus ¢
BACKyNUT WU AUrMTanHK yruepauumn, Koeto roBopu
3a TexKa eHOoTenHa AUCHYHKUUA U MUKPOAHTMO-
natuda. Ha 6a3aTta Ha HawuTe pesdynTtatu U nutepa-
TYpHUTE [aHHM MOXEe Ada Ce Harnpasu M3Bofg, 4Ye
n3cnenBaHeTo Ha benogpobHaTa dyHKUMSA, Hapen
C KanumsipockonuaTa € BaKeH WHCTPYMeHTaneH
noaxop, B anarHoctukata Ha NCC.

Mo nuTepaTypHU AaHHW NOYTU BCUYKU NaALUEH-
1 ¢ MCC (85-90%) nmat nosmtuBHn ANA. OT Tax
okono 60-70% ca no3nTUBHM 3a €4HO OT TpuTe T.
Hap. ckrnepoaepma-cneundunyHn aBToaHTuTena [7,
22]. Te BkntoyBat aHTUUeHTpoMepHH (aHTn-CENP),
aHTuTonomsomepasHn (aHtmn-Scl-70) n aHtn-RNA
polymerase lll. YeTBbPTOTO aHTUTANO, KOETO ce
noeHTndrumpa npyM no-Manbk NPOUEHT OT OonHu-
Te, U TO MpU Te3n C NMPUNOKPMBALLM CUHOPOMU, €
aHTK-PM-Scl [8]. Hannue ca u aBe OOMbIHUTENHU
aHTuTena, BucokocneundpudHn 3a MNCC — aHTK-
U3RNP (anti-fibrillarin) n antn-Th/To, kouto nmar
TUNWYEH HykneapeH obpas Ha lIF.

B HaweTo npoyyBaHe HanMYMeTo Ha aHTUTena,
HacoveHn cpewy PHK nonumepasa I, yc-
TaHoBuxMe npu 3 oT 6onHuTe, a camo npu 1 nauu-
€HT — MNPUMNOKpMBaHE C Knacuyeckute aHtu-PM-
Scl75 aHTuTena. Teau cneumdunyHM aHTUTEnNa ce
CBBbp3BaT C AU(y3Ha KOXHa CKneposa, CTaBHO 3a-
caraHe u BepoOsATHO pasBUTME Ha T. Hap. CKMepo-
hepmMa-acouuupaHa peHanHa kpusa [8]. Npu Tesun
naumeHTn HabnogaBaxme apTpuT/aptpanruu, KT
OaHHKU 3a nynModnbposa 1 noHmxeHne Ha 6enopa-
pobHusa gudpysmoHeH kanauuTeT. EgHaTta ot 6on-
HUTe 6e C KapTuHa Ha TEXbK BACKyNUT C AUTUTarHm
ynuepauun no NpbLCTUTE Ha pbLeTe U cTbnanaTa,
nvawle 6bL06peyYHo 3acaraHe C HUCKOCTEMEHHa Npo-
TeuHypus. lpu Hesa OCBEH aHTuTena, Haco4yeHwu
cpewy PHK nonumepasa, ycTaHOBUMXME W aHTU-
PM-Scl75 aHTuTena. OnucaHUTe KIMHWUYHU KOHC-
Tenaumm He ca TUNMYHM 3a GonHMTE C TO3U BUA
aHTuTEna.

BTtopu no pasnpocTpaHeHve cped Hawute
OonHM (OBamMa nauueHTa) ca aHTUTenarta, Ha-
COYEHM CpeLLy pasnuyHuTe POpPMU Ha LIEHTPOMEp-
acouumnpaHmn npotenHu. Te ce cBbP3BaT C M3dABa Ha
nyfIMOHaNHa XuNepToOHUS U FaCTPOMHTECTMHAITHO
3acsaraHe, no-crneyunanHo esodareaneH XMnomoTu-
nutet [25, 31]. Kato usano aHTU-CENP-A n aHTu-
CENP-B ce cBbp3Bat ¢ no-6maronpusitTHo npoTu-
YaHe Ha 3abonsBaHeTO M MO-PSAKO C pasBUTME Ha
WMHTEpCcTUUManHa 6enogpobHa pmbposa n 6L6pey-
HO 3acdraHe [27]. MNpu HawMTe NAUMEHTU KIMHUY-
HaTa kapTMHa € Ha CMMNTOMaTWMYeH BacKynuT C
anrntandu ynuepauun n 6enogpobHa dumbposa ¢
HamaneHn FVC n audysnoHeH kanauutet 6e3 pas-
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BUTME Ha MyfIMOHANHa XUMEPTOHUSA U U30NMPaHO
KOXHO 3acdraHe, Kakto U 6e3 aHraxupaHe Ha BbT-
peLuHu opranu (dur. 2 B).

B HalueTo npoyyBaHe Npu €4uH OT NaumneHTuTe,
Hapep c aHTuTena cpewy RNA polymerase Il oTk-
puxme 1 aHTuTena, Haco4yeHn cpetty Th/To — PHK
CcBbp3aHu npoteuHu. [lo nuTepaTypHU AaHHU
Th/To, 3aegHo ¢ aHTUTEenaTa, Haco4eHu cpeLly Scl-
70 aHTUreHa, ce CBbP3BAT C M3ABA Ha TEXKM Gop-
MW Ha uWHTepcTMumanHo 6GenogpobHo 3acsraHe,
nynMoHarnHa xunepToHus n 6bbpeyHa yBpeaa [6].
Tesn aHTMTENa mMoraT ga ce M3nonseaTt kaTto npor-
HOCTUYEH MapKep 3a npocrneasiBaHe U HaBPEMEHHO
TepaneBTMYHO OBMNaAsiBaHe Ha YCINOXHEeHusiTa, no-
ny4yeHn Npu Mo-arpecmMBeH Xo4 Ha MNpoTMYaHe Ha
onecTHus npouec. Mpu Te3n nauneHTn KNnMHUYHa-
Ta KapTWMHa € Ha MPUMOKPMBALLO PEBMATUYHO 3a-
bonsiBaHe — apTpPUT NO PEBMATOMAEH TUM, CUHOPOM
Ha CborpeH n cturmu Ha MNCC [11]. lMpu koHKpeT-
HUS1 MauMeHT nogobHa e M KNMMHU4YHaTa KapTuHa,
HabntogaBaHa OT Hac.

[Bama oT naumeHTUTe ca C HeraTUBEH WMY-
HOG6noT npu Hanuumne Ha ANA, yctaHoBeHu c IIF.
Mpn Te3n 6oMnHM KNUHWMYHAaTa kapTuMHa Gelle Ha
CTaBeH CUHAPOM, TUMWYHA KanuNspOCKOMNCKa Kap-
TvHa Ha C3CT, kaTo npu eauMHUs UMa AaHHW 3a UH-
TepcTuumanHo 6enogpobHo 3abonsaBaHe C OYHK-
LMOHAIHN HapyLLeHns 1 HamarneHue Ha 6enogpob-
HUSA andyanoHeH kanaumteT. Hanmyneto Ha ANA n
nuncata Ha aBToaHTuTena, TunuyHm 3a MNCC, Ha
doHa Ha KNMHMYHATa KapTWHa, JaBaT OCHOBaHWe
[a ce cunTa, Ye Tean nauneHTn BeposTHO cTpagaT
ot apyr sug C3CT.

AHTUTENnaTa, xapaktepHu 3a NCC, morat ga ce
pasgenaT no CTeneH Ha KOXHO 3acsiraHe Ha OBe
OCHOBHW Tpynn — HabnogaBaHW Mpu NaumveHTn ¢
OUMY3HO U C OrpaHUYEHO KOXHO aHraxupaHe [11]
(Tabn. 5).

Tabnuua 5. XapakTtepHu aBToaHTUTena npu 6onHm ¢ NCC um
pa3nuUyHO KOXHO aHraxupaHe

Jughy3HO KOXHO OgzpaHu4yeHo KOXHO
aHaaxupaHe aHaaxupaHe
Anti-fibrilarin Anti-CENP
AntiU3-RNP Anti-Pm/Scl
Anti-Scl-70 Anti Th/To
Anti-RNAP AntiU1-RNP

OcBeH NpeauKTMBHA CTOMHOCT MO OTHOLUEHMWE
CTeneHTa Ha KOXHO 3acdraHe onucaHuTe aBToaHTU-
Tena umaT OTHOLLUEHUE KbM BuAa Ha opraHHUTe no-
paxeHuns u n3xoda Ha 6onectra [20].

AHTuTenata npu NCC ca BaxxeH UMYHOOrMYeH
MapKep npu MNocTaBsiHe Ha [uarHos3ata 3aefHo C
KNMHUYHUTE MPOSIBY, KanunsipocKomncKkaTa KapTuHa,
pesyntaTa OT KoXHaTta 6uncus. CrneagBanku noru-

KaTa, 3anoXxeHa B HalleTo u3crefBaHe, ce onu-
Taxme Ja aHanuaupame BpPb3KUTE MeXOy aBTOaH-
TUTENa, KIMMHUYHA KapTUHA, U OAaHHUTE OT UHCTPY-
MeHTanHuTe nscnegsanus (wur. 2). AHannsmpankm
Bpb3KkaTta Mexay oTaernHuTe cknepogepma-crneum-
UYHM aHTUTENA N OPraHHOTO aHraxupaHe, ycTa-
HoBuxme, Ye aHTU-RNAP Il ce acoummpar ¢ KoxeH
BaCKynuT, apTpuT, MHTepcTuuManHo ©6enogpobHo
3abonaeaHe, noHmxeHne Ha DLCO, 6b6peyHo 3a-
caraHe. AHTM-CENP ce acoumupaTt ¢ KOXHO 3acs-
raHe, BKJ1. BACKyIUT C OUIUTAINHN ynuepauumm, uH-
TepcTuumanHo 6enogpobHo 3abonsBaHe, NOHWXKEH
benopgpobeH andysnoHeH kanauuteT. MNpu GonHK-
Te ¢ aHTMTena cpewy Ro-52 ce HabnogaBaT KOXHU
NMPOMEHN W apTpWUT, KaTO HsIMa aHraxupaHe Ha
BbTPELUHM OpraHu. YcTaHoBeHW Osixa aHTutena
cpewy PM/Scl75 camo npu egHa GonHa, u To B
koMmbuHauus c¢ aHTU-RNAPIIl, kato nauyueHTkaTa
Oele C KOXeH BacKynuT U WHTepcTuumnanHa Ge-
nogpo6bHa 6onecT n 6bOpeYHO 3acaraHe.

AcoupnauuuTte Mexagy aBToaHTMTENa U Kanuns-
POCKOMCKUTE HaxOoAKW [aBaT LOMbIIHUTENHA WH-
dopmauus B OuarHocTukata WM nporHosaTta Ha
MCC. YcraHoBeHo e, ye aHTU-CENP un antn-Th/To
aHTWUTEnarTa ca NpeavkTop 3a pasBuUTME Ha MMraHT-
CKM Kanunsapwu, a 3aegHo ¢ aHTn-RNAP Ill — n 3a 3a-
ryba Ha kanunspm [3, 9, 14]. MNpn HawuTe nauneHTu
rMraHTCKM Kanunsipu ce HabnogBaxa Han-4ecTo
npu 6onHn ¢ aHTM-CENP 1 aHTn-Ro52 B KOMBUHa-
umsa ¢ aHTn-RNAP-III. MauneHTute cbe 3aryba Ha
Kanunsapu (C KbCEH CKINepPoaepPMEH KanuIsipoCKomnc-
Kn mopgen) ca o6unu ¢ aHTM-Ro52, kombuHaums
mexay aHTu-Ro52 n aHtu-CENP-B 1 koMbuHauums
mexagy aHTu-RNAP-III n aHTn-PM-Scl75. Han-yec-
TUTE aHTUTEeNa, KOUTO CMe OTKPUIM Npu BorHuTe ¢
paHeH Kanunsapockoncku mogen, ca aHTu-RNAP-III,
CaMOCTOSATENHO UNM B KOMOMHaUuMa ¢ aHTu-Th/To,
n no-psako Ha aHTM-CENP-B. TMo nutepatypHu
OaHHW NpY NauMeHTU C HaNMM4YMe Ha HSAKOMKO BuAaa
aBTO@HTMTENA Ce O4akBa Mo-0bpP30 pasBUTUE Ha
yBpeXaaHeTo Ha MukpoumpkynaumaTta [20]. TMpwm
OBama OT nauMeHTuTe HabnogaBaxme Kanunsipoc-
KOMCKa KapTMHa Ha MbpBUYEH CMHAPOM Ha Ray-
naud, KaTo Npu TsIX HE Ce OTKpPUBAT cneumduyHn 3a
MCC aHTuTena. Hskon aBTOpM TBLPASAT, Ye npu
TakuBa nauueHTn BepodATHocTTa ga passuat C3CT
e nog 15% [11].

OvrvtanHuTe ynuepaumv npeacraBnsasat egHa
OT Han-gpamMaTU4HWUTE MPOSIBU HA MUKpOAHru1ona-
TnATa Npu BonHWTE CbC CUCTEMHA Ckreposa. Te ce
acoummpaT Mo-4YeCcTO C aKTMBHUSA U KbCEH Kanunsi-
POCKOMCKM MOAEN, XapakTepuanpalin ce ¢ HapacT-
BaHe Ha aBacCKynapHWUTE y4yacTbUU U Texka 3aryba
Ha kanunapwu. OuruTanHu ynuepauuym ce cpeliart
no-yecto npu 6onHn ¢ aHTM-CENP-B n aHTu-PM-
Scl75 anTtutena [21]. MNpu gBe oT HawwuTe 60MHM
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HabniogaBaxMe OuruTanHy ynuepaumm u TexXbK
KOXXeH Backynut. Te u3siBMXa 0COBeH Kanunapoc-
konckn mogen. lNpn egHata mauueHTka C akTUBHA
MCC 6Gsixa HabniogaBaHW TMraHTCKM Kanumsipu u
xemoparmm n 6sxa yctaHoBeHu aHTU-CENP-B n
aHTU-PM-Scl75 aHTutena. MNpu gpyrata nony4mxme
KanunsipoCKOMNCKM AaHHW 3a cnmHapoMm Ha Raynaud
n paHHa MNCC c nosutueHu aHTU-CENP-A 1 aHTu-
CENP-B aHtUTERa, n TO C BMCOKa CTOMHOCT. Ab-
HOPMHUTE HaxO4KW MPWU KanunsipockonusaTa, Mmakap
n 6e3 3aryba Ha Kanunspu U HeoaHrMoreHesa B
KOMOMHauusi ¢ aHTMTena, KoMTo ce acouuupart c
TEXKO CbAOBO 3acdraHe, NokassaT rofnsiMa BeposiT-
HOCT 3a pa3BuUTME Ha OUIUTaNHU yriuepaumm.

MHOXeCTBO MpoyyBaHMs [OKa3BaT, 4Ye aBTO-
aHTuTenaTa, TUNUYHK 3a CKNepoaepMusi, ce No3u-
TMBMpAT ObMArO Npeau pasBUTUETO HAa KIMHUYHUTE
CMMTOMMW, KaTO MPU MMYHOIOMMYHOTO Mpocnens-
BaHE e YCTaHOBEHO, Ye Npu Manbk NpPoueHT OT na-
UMEHTUTE aHTMUTEeNnata ce HeraTMBupar, KOeTo e
CBBbP3aHO C No-6MnaronpuATHO NpOTUYaHE U U3Xop,
ot 6onectTa [11, 20].

n3soau

1. B npoyyBaHeTO yCTaHOBMXME Bpb3Ka MexXay
KNMHMYHaTa kapTuHa Ha cuHgpom Ha Raynaud c
onpeaeneHn KanurspoCKOMNCKM HaXO4KN U Hann4ne
Ha onpegeneHn crneunduyHM CKepoaepMHU aB-
ToaHTUTena npu 6onHM cbe cbMHeHue 3a MNCC.

2. Ouwe npu paHHa NCC ca Hanuue MHOXeCTBO
OopraHHu yBpegu, KaTo ce ycTaHOBMXa acouvauun
Mexagy TsX M cknepopepma-cneunduyHuTe aHTu-
Tena.

3. lNocnepBawoto npocrnegsisaHe Ha GonHuTe
61 NO3BONMIO onpedensHe Ha NpeaukTuBHaTa po-
NS W NPOrHoCTUYHaTa CTOMHOCT Ha aBTOaHTuUTe-
narta, koeto 6y gano Bb3MOXHOCT 33 CbOTBETHO
MOH/UTOPMPaHE K 3arnoyBaHe Ha paHHO JleyeHue
npv 60MnHMTE € NoLwwKn NporHocTu4HKU HuBa. OT ToBa
cnenga, Ye npu paHHa MNCC neyeHneTto Tpsbea ga
€ arpecuBHO, KakTo Npu HanpegHanute opMu.

AHanuanpaHeTo Ha CbBKyMHOCTTa OT Kiu-
HUYHWUTE LaHHW, MHCTPYMEHTanHuTe u3crenBaHus
N MMyHOMOrMyHaTa Haxogka npv O0fHU CbC CbM-
HeHune 3a NCC n TakMBa CbC CUrypHa guarHosa 6u
NO3BOSIUMIO PAHHOTO AMAarHoCTMLMpaHe Ha Te3n na-
umeHTn. CbLyo Taka NpensiokeHuaT nogxos ov go-
npuHecHN 3a knacuduumpaHe Ha pasnuiHute 6on-
H/ 1M Cb3faBaHe Ha anropMTbM Ha MOBEAEHUE 3a
nscnegBaHe, noctaBsiHe Ha guarHosa NMCC w noc-
nefgallo npocriegsasaHe Ha Te3n 6onHu. B 3aknio-
YeHue, HawnTe JaHHM NOoTBbPXAaBaT, Ye abHopM-
HaTa KanurnspocKomncka KapTuHa, npomeHuTe B Ge-
nogpobHata OyHKLMSA, B KOMOMHaLMsS CbC crneuu-
¢unyHm 3a NCC aHTUTENa NokasBa ronsima BEpPOsIT-

HOCT 3a pasBuTMe Ha AedUHUTMBHA AuarHosa
MNCC, pokato nuncata Ha cneunduyHn aHTuTena
Mo-CKOpO HaMansiBa Ta3n Bb3MOXHOCT.
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