PeBmaronornyeckmne M ayroMMMyHHbIE
uccriegoBaHus

AHTnHyxneapHsoie anrurena (ANA, AHA)

ITokazaTenb  CHCTEMHBIX  3a00JI€BaHUM  COCAMHUTEIIPHOM  TKaHMU.
[IpeacraBnsger coboil rpymnmy ayTOAHTUTEN K OelkaM U JAPYrUM KOMIIOHEHTaM,
HaxondImMMcss B siapax KiaeToK. OCHOBHBIE TIOKa3aHUS K MNPUMEHEHUIO:
UCKIIIOYEHUE JUarHo3a — CHUCTeMHasi KpacHas BoidaHka (cuurtaercsa, utro AHA
nosiBisaroTea B 90% cnyuaeB CKB), auddepennmanbuas [uarHocTUKa CUCTEMHBIX
KOJUIareHo30B  (CUCTEMHasi KpacHas BOJIYAaHKA, CKJIEPOJEPMUS, Y3EJIKOBBIN
NepUapTEPUNT, AEPMATOMHUO3HUT), XPOHUUECKUN aKTUBHBIN TeNaTHUT.

[Tpu HexoTopbIx 3a00neBanusax, Hanpumep CKB, cuctemHoil ckiepoaepmun
(cucTeMHBIN CKJIEp03), HEKOTOPHIX MH(MEKIMIX, UIMMYHHasi CUCTEMa MallMEeHTOB
BOCIIpUHUMAET sifipa (OenKu siiep) KIETOK COOCTBEHHBIX TKaHEH, KaKk 4yxXue, u
MpOAYLUUPYET K HUM aHTuTena (aHTuHyKIeapHble antutrena — AHA). Ilpu stom
OHM TOBPEKJAIOT COCIUHUTENIbHYIO TKaHb, YTO M CHOCOOCTBOBAJIO BHEIPEHUIO
OMpeNIeNIiCHUs] aHTUHYKJIeapHOro (hakTopa B KayecTBe TecTa HAa CHCTEMHBIE
3a00J1€BaHUS COCAUHUTEILHON TKAHHU.

Newm| ANA 12 ANA 17

1 Nucleosomes dsDNA

2 dsDNA Nucleosomes
3 Histones Histones

4 SmD1 SmD1

5 U1-snRNP PCNA

6 SS-A/ Ro 60kD RPP/P0

7 SS-A /Ro 52 kD SS-A / Ro 60kD
8 SS-B/La SS-A/Ro 52 kD
9 Scl 70 SS-B/La
10 CENP-B CENP-B
11 Jo-1 Scl 70
12 RPP / PO Ul-snRNP
13 - AMA M2
14 - Jo-1
15 - PM-Scl
16 - Mi-2
17 - Ku

[Ipn wHTEepmperanuu MTaHHBIX CIEIYyeT Yy4YWUThIBaTh, 4TOo cmekTp AHA
BKJIIOUaeT B cebs Oonpinyto rpynny ayroantuten K JIHK, Hykieomporenmam,
THUCTOHAM, SJICPHBIM PUOOHYKJICOMPOTEHIaM M JIPYTUM KOMIIOHEHTaM siapa. Tect



HalpaBlieH Ha OOHapy)XeHUE pa3IMYHBIX AHTUTEN K KOMIIOHEHTaM sapa u
LUTOIIa3Mbl, KOTOpBIE BIIEpBbIe ObLIH 0OHapyxeHbl npu CKB.

B ckpuHUHroBBIX TecTax miisi omnpeneneHus cymmapHbix AHA 00bI4HO
UCIIONb3YyeTCsl HAOOp CIEAYIONIMX AHTUIEHOB, SBISIONIUXCS  OCHOBHBIMU
MapKkepaMu ayTOMMMYHHBIX 3a00J€BaHMI coequHuTenbHOW TkaHU: SS-A (Ro),
SS-B (La), Scl-70, Sm, RNP/Sm, JO1, nneatpomepe B.

OCHOBHbBIC aHTUTEHBI, MPUMEHSIOIMINECS B COBPEMEHHBIX Habopax Jist
BBISIBJICHUS sJIEpHBIX aHTUTEN kiacca [gG npeacTaBieHsl clieayomuM HabopoM:

1. SS-A (Ro) — smepHble pHUOOHYKIEONPOTEUHBI, (TOJUMEHITHIbI).
AHTHTENA HA HUX OOHAPYXKUBAIOTCSI, Yallle, MPU CUCTEMHOMN ckiepoaepmunt (60 %
cinyyaeB), cuanpome lllerpena (mo 70% cnyuaeB) u npu CKB (o 30% ciyuaes).
Cuuraercs, 4TO €Clv JJaHHbIC aHTUTENIa OOHAPYKUBAIOTCSL B KPOBU Y OEPEMEHHBIX,
TO 9TO SIBJISIETCS MOKA3aTEJIeM pUCKA YBEIUYEHUS BOSHUKHOBEHUSI HEOHATAIBLHOTO
BOJTYAHOYHOIIOJOOHOIO0 CHHAPOMA Yy HOBOPOXKIACHHOTO peOeHKa (HEeOHATalbHbIN
Jmonmyc-cuHApoM). JlaHHBIE aHTUTENa MaTepu MNPOXOAST uepe3 IUIALCHTY W
BBI3BIBAIOT TMOpaXEHUE IUJI0/1a, MNPUBOMASIIME K TEMOJIUTUYECKOW aHEeMUu U
TpoMOoLUTONIeHNHU. K TSKETbIM MOCIEICTBUSM OTHOCST MOPaKEHUE MPOBOISIICH
cucTeMbl cepana pebeHka (BIUIOTh JO TMOCTOSHHOM KapAUOCTUMYIISIUN).
OTMEUEHO, YTO Y JKEHIIMH Yy KOTOPBIX BO BpeMs OEpPEMEHHOCTU ObLI BBISBICH
3HAYUTEIBHBIA TUTP JAHHBIX AHTHUTEN, 03 SBHBIX KIMHUYECKUX IMPU3HAKOB, B
JajdbHEWIEeM pa3BUBAETCS Kakoe MO0 ayTOMMMYHHOE 3a0oJieBaHUE, BKIIOYas
CKB.

2. SS-B (La) — saepubie O6enku. AHTUTENIAa K HUM BBIABIIIOTCS 1060%
cinyudaeB nipu cunapome lllerpena u B 15% cimyuaes npu CKB.
3. Scl-70 — Oenok-(pepMEeHT, y4acTBYIOIIMI B OOMEHE HYKJIEHHOBBIX

KHCJIOT (Tomou3zoMmepasa-1). AuTuTena Ha JaHHBIA Oellok Haubojee CrelruUIHbBI
IIpU CUCTEMHOU ckiepoaepmuu (10 70% ciydaes).

4. Hsyxnenoueunas JIHK — natusnas JIHK. Anturena k JIHK nanbonee
cneuuduunsl npu CKB (10 80% ciyyaeB) U mpakTUUECKU HE OMPENENAIOTCS MpU
PEBMATOUIHOM aPTPUTE U CKIEPOJECPMHUMU.

5. RNP/Sm - xomiuiekc antureHoB RNP/Sm cocrour u3s Ul-
pubonykneonporeunon: U1-68, Ul-A, Ul-C, US, U6; a Ttakxe u3z Sm-
nonunentuaoB: SmA | , SmB | B, SmD, SmE, SmF, SmG. Awnturena,

oOpasyroniecs K 3THUM aHTHUTeHaM HaubOojiee crnenu@uuHbl JJisi CMEIIaHHBIX
3a0071€eBaHUIl  COCAMHUTEIBLHONM TKaHW, T.€. TP HAJIUYUM  CUMIITOMOB
ckiiepoaepmuu, pesmarougHoro aptpurta, CKB, nomumuosutra (okono 95%
cinyyaeB) U B meHbluel crenenu aiist CKB (mo 30% ciydaes).

6. Jo-1 — (depment, cunreraza amuHoauunTpancnoptHot PHK.
AyToaHTUTENAa K JAaHHOMY O€JIKY SIBJISIIOTCS AUArHOCTHYECKHM 3HAYUMBIMU TPU
MHO3UTE (MMOTUMHUO3ZUT/IEPMATOMHUO3HT).

7. CENP-B (llenTtpomepa) — s BBIABICHUS AHTHIETPOMEPHBIX
antuten (Anti-Centromer B), ¢ nensto auarnoctuku CREST-cunapoma (naHHbIN
CUHJPOM TMPEICTaBIACT COOOM COBOKYNMHOCTh KaJlbIMHO3a KOXH, CHUHIpPOMA
PeitHo, HapylieHUss MOTOPUKM MHUIIEBOJIA, CKICPOJAKTUIINU, TEICaHTMIKTA3UU.
CREST-cuH1poM OTHOCUTCS K BapHaHTy CUCTEMHOW CKJIEPOJECPMHUH (CUCTEMHBIN



ckiepo3). JlaHHble aHTHTENa y OOJBHBIX CBUAETEIBCTBYIOT O OJaronpusiTHOM
TEYEHUU CHUCTEMHOM CKJIEPOAEPMHH M TOBOPSIT O HEOOJBIIOM MOpPaXEHUU
BHYTPEHHHX OPraHOB.

8. Hep-2 kineTkm — KJIETKM OSIUTEIUATbHOM KAapUMHOMBI TOPTaHU
yenoBeka JuHuu Hep-2, coxmepxkaiirie MHOTO pa3iWYHBIX SAEPHBIX AHTHUIECHOB,
Biitouass aHtureH SS-A (Ro) u anturensl nentpomepbl. Antutena k Hep-2
OOHapy’KMBAIOTCS Y OOJBHBIX C MOJUMHUO3ZUTOM U J€pMATOMHO3UTOM 110 90%
CIIy4aeB.

0. Muroxonapuu (PDC). PDC — nupyBaTaeruaporeHa3Hblii KOMIUIEKC.
bonpimass rpynna aHTUMHTOXOHAPUAIBHBIX AHTUTEN MPEACTABISIOT COOOMU
ayTOAHTUTENA, KOTOpble 00pa30BaIUCh HA (PEPMEHTHI MUPYBATIAETUIPOTr€HA3HOTO
KOMIUJIEKCA, PACIIONararolierocss B MUTOXOHJPHUSAX KIJIETOK M YYacTBYIOUIETO B
OKHUCJIUTEJIBHOM J€KapOOKCHINPOBAaHUU NTUPYBaTa.

OCHOBHBIE MTOKa3aHUs K HA3HAYCHUIO aHAJIU3a:

v\ HCKIIIOYEHHE JIMarHo3a — CHCTEMHAs KpacHas BOJYaHKa (CYMTAeTcs ,
yro AHA nosBusitores B 90% cinyuaes CKB);

v nuddepeHnmanbHas  AMArHOCTMKA  CHCTEMHBIX  KOJUIAT€HO30B
(cucremHass KpacHas BOJYaHKA, CKJIEPOJEPMUsS, Y3EJIKOBBIA NEpUAPTEPUUT,
JI€PMaTOMHUO3HT);

4 XPOHUYECKUN aKTUBHBIN IEMATUT.

AyroanTunrena k geyuyenoyevyron QHK
(dsDNA-IgG)

AnTturena k asyxuenodeuHot JJHK — HeomHopomHas rpymnma aHTUTEN
npotuB aByxcnupanbHor JIHK, ayroanTutena mpoTHB pacmoyiOKEHHONM BHYTpPH
anpa JIHK, mabopaTopHblii Mapkep CUCTEMHON KpaCHOW BOJTYAHKH.

NMMyHHas cucteMa yesnoBeKa IPOU3BOIUT aHTUTENA — CIIeMalIbHble OEIKH,
KOTOpbIe OOPIOTCS C BUpyCaMU, OaKTEPUSIMU, TPUOKAMU, PA3IMYHBIMU NTapa3uTaMu
— T.€. BCEM, YTO F'€HETUYECKH OTJIMYAETCS OT CBOEro. 3aJaHue J000ro aHTUTeNa —
YHUYTOXUTh WHOPOJHBIA MaTepuan, a POJHbIE KIETKH HE TporaTh (MEXaHU3M
ayTOTOJEPAHTHOCTH).

B HEKOTOpBIX CilydassX UIMMYHHBIM OTBET HAIIPABJIEH HE IPOTUB HHOPOIHBIX,
a MPOTUB COOCTBEHHBIX KJETOK M TKaHEW. B Takom ciydae roBopsT O pa3BUTHHU
ayTOMMMYHHOTr0O 3a00Ji€BaHusA. A aHTUTENA, KOTOPbIE BhIPA0ATHIBAIOTCA K CBOMM
K€ KJIETKaM WJIM HMX KOMIIOHEHTaM Ha3bIBAlOTCS ayTOMMMYHHBIMH. B ciydae
CEPbE3HOM IIOJIOMKM B HMMYHUTETE, YPOBEHb ayTOAHTUTE]I CTAaHOBHUTCS
ITOBBIIEHHBIM U JOCTATOYHBIM JJIs1 TOCTAHOBKH JUAarHo3a.

Axtutena x asyxuenodeuyHor JJHK — 310 He oaHO aHTHTENO, a LENBIA
KOMIUIEKC aHTuten, ux mumenb — JIHK u3 snpa kierkn. AHanu3 Ha aHTUTENA K
neycnupanbHoi  JIHK  BBICOKOWYBCTBHTENIEH I JUArHOCTUKH CHCTEMHOU
KpPAacCHOW BOJYAHKH, T.€. IIOJOKHUTEIBHBIM PE3YyJIbTAaT MOATBEPKAAECT IUATHO3.
Antutena k dsDNA BeuBasitor 'y 70-80% OonsHeIX. HoO, HenmoctaTouHas
YyBCTBUTEJIBHOCTh HCCIEAOBaHUS TPEOYET OCTOPOKHOCTU B UTEHHUM pe3yJibTaTa



aHanu3a (T.e. OTPUIIATENILHBIN Pe3ylIbTaT — HE UCKIIOYAET AUArHo3a CUCTEMHOMU
KpacHOW BOJIYAHKH ).

AHTHMHUTOXOHAPMNANBbHbIEe aHTurena (AMA
m2)

Cnemuduueckue aHTUTENa, BbIpadaThIBAIOIIMECS B  OpraHuU3Me K
KOMIIOHEHTaM  COOCTBEHHBIX  KJIETOK (MUTOXOHIPHUSIM) M  4Yalle BCEro
BBISIBJISIIOIIIMECS TIPU IEPBUYHOM OMJIMAPHOM ITUPPO3E.

VYBenuueHnue npoayKIU aHTUMUTOXOHIPHATBHBIX aHTUTEIT B 3HAUUTEIbHOU
CTEMEHU CBSI3aHO C PA3BUTHUEM NEPBUYHOIO OWJIMAPHOTO LHUPpO3a TMEYEHU —
ayTOUMMYHHOr0o 3a00J€eBaHusl, KOTOPO€ BBI3bIBAET BOCHAJCHHE, a 3aTeM
CKJIEPO3UPOBAHKE KEITUYHBIX MPOTOKOB B MEYEHHU, YTO MPUBOJIUT K HAPYIICHUIO
CTPYKTYpbI U (PYHKIIMM MEUYCHU U 3aJepPKKe BblIeTeHUs xemuu. OHO BCTpedaeTcs
MPEUMYIIECTBEHHO Yy KEHIIUH B Bo3pacte oT 35 no 60 ner. bonee ywem y 90 %
MalMeHTOB, CTPAJAIOIIMX TMEPBUYHBIM  OWIMApHBIM  LHUPPO3OM  IIE€UYECHHU,
BBISIBJISIIOTCS 3HAYUTENIbHBIC KOHIICHTPAIlMU aHTUMUTOXOHIPUATbHBIX AaHTUTEN.

Kpome ToOro, ypoBeHb aHTHUTEN K MHUTOXOHJPUSAM IMOBBIIACTCA MpHU
MEPBUYHOM M BTOPUYHOM CKJIEPO3UPYIOIIMM XOJIAHTUTE, MpU 3a00JIEBAHUSIX
MEYEHU, BBI3BAHHBIX XPOHUYECKHUMHU  BOCHAIUTEIbHBIMH  3a00JE€BAHUSIMU
KHUIIIEYHUKA, a TakkKe MNpu OOCTPYKIIMU >KETYHBIX MpPOTOKOB. HMHorma 3To
COMNPOBOK/IAETCS OBBIIICHUEM COACPKAHUS METOUYHOU (pocdaTasbl.

OCHOBHBIE MTOKa3aHUs K HA3HAYECHUIO aHaIU3a:

v\ nojospeHHe Ha NEPBUYHLIA OMIMapHbIi LUppo3 (3YA KOXKH,
yTOMJISIEMOCTh,  HEOOBSCHUMAsi  TUINEPIUNUIECMHUS,  MOBBIIICHUE  YPOBHSA
NMey€HOYHBbIX (EPMEHTOB, CEMEilHasi NPEeAPACHONOKEHHOCTh, COIMYTCTBYIOLIUE
ayTOUMMYHHBIE 3a00JI€BaHUS).

AHTHTENa K UNKITHYEeCKOMY
LUATPYIITHHAPOBaHHOMY nenrtugy (Anti-
CCP)

Orto rereporeHHas rpynna I[gG-ayroaHTuTEN, KOTOpBIE PACHO3HAIOT
AHTUTEHHBIE JCTEPMUHAHTHl (PUIUIarpUHa U JPYyruX OEJIKOB, COJEpKaluX
ATUMUYHYI0 AMUHOKHUCIIOTY LIUTPYJUINH.

Anti-CCP B HacTosiiiee BpeMs OJWH M3 CaMbIX HH(POPMATUBHBIX MapKEpPOB
panHero pesmarougHoro aptputa. Anti-CCP oTHOCHTCS NpeuMylecTBEHHO K
kiaccy 1gG u oOHapyXuBarOTCS B KPOBU Ha CaMbIX PAHHUX CTaAUSX 3a00JieBaHUs
PEBMAaTOMIHBIM apTPUTOM (3a 1-2 roga 10 MOSBICHUS MEPBLIX CUMIITOMOB).

PeBmatouanbiii apTpuT — Haubojee pacmpoCTpaHEHHOE XPOHUUYECKOE
ayTOUMMYHHOE 3a0oJeBaHue, XapakTepU3yromeecs MOpPaXECHUEM
nepudepuueckux CycTaBOB C PpPa3BUTHEM B HHUX HPO3UBHO-IECTPYKTUBHBIX
W3MECHEHU W IIMPOKHUM CIEKTPOM BHECYCTABHBIX MPOSIBICHUN. XapaKTEPHBIM



MPU3HAKOM PEBMATOUIHOIO apTPUTa SBJSIETCA CHUMMETPUYHOE TMOpa)XKeHue
CyCTaBOB KHCTEH, CTON, Jy4e3alsCTHBIX, JIOKTEBBIX, IUICUYEBBIX, KOJIEHHBIX U
rOJIEHOCTOIIHBIX ~ cycTaBoB.  OTmedaeTcss  0O0JIE3HEHHOCTb,  MPUITYXJIOCTb,
MOKPACHEHHE KOXKHBIX MOKPOBOB HAaJl MOPAKEHHBIMH CyCTaBaMH, OTpaHUYCHUE
JBKEHUM U, KaK CJEeJCTBUE, HapyllIeHUue GYHKIMU cycTaBoB. OIHUM U3 BaKHBIX
CUMIITOMOB PEBMATOUITHOTO apTPUTA SIBJISIETCS YTPEHHSISI CKOBAaHHOCTh B CyCTaBax
JUINTENBHOCTBIO OoJiee ofgHoro uaca. IIporpeccupyroiee BocHalleHHE CYCTaBOB
MPUBOIUT K 3HAUYUTEIBHOMY OTPAaHUUYCHUIO UX TMOJBUXKHOCTH C pPa3BUTHEM
CYCTaBHBIX OTKJIOHEHUM.

OcHOBHbIE MTOKa3aHUS K HA3HAYCHUIO aHAJM3a:

v\ paHHAS JQUAarHOCTMKA PEBMATOMIHOIO aprpura (LeIecooOpasHo B
couetanuu ¢ PO);

v\ IMardocTHKa CEpOHETaTHBHBIX (110 peBMaTOMIHOMY (hakTopy) (opm
PEBMATOUIHOTO apTPUTA;

B IPOTHOCTUYECKUX  MEJsSIX, TMpPU  HEJaBHO  Pa3BUBIIEMCS

PEBMATOUIHOM apTPUTE.

AyroMmMMyHHbIe BocrnanurenbHbie
3ab6os1eBaHNA XKenygoYHO-KUILIEeYHOro
TPaKrTa

Kaxnpiii otgen XKT ckiioHeH K CBOMM COOCTBEHHBIM YHHMKaJIbHBIM
3a0oneBanusM. bone3ns KpoHa, nienuakusi, S3B€HHbIE KOJUTHI U 3J10Ka4€CTBEHHAsS
aHeMusl SBISIIOTCS YEThIpbMsI HauOoJiee Cepbe3HbIMU JIMArHO3aMH, KOTOpHIE
OTpaXkaroT JJUTENbHbIE TEHACHIMHU 3a00JI€BaHUN NUIIEBAPUTEIBHOIO TPAKTA.
3a0oneBaHusl  NUIIEBAPUTEIBHOINO  TPaKTa  CBSI3aHbl C  YBEIMYEHUEM
IIPOHULIAEMOCTH MUIIEBAPUTEIBHOIO TpakTa M AaCCOLUMHUPOBAHBI C OOJIBIIUM
YUCIIOM HMMYHHBIX 3a00JieBaHMI 4YenoBeka B 1eldoM. CHMOTOMBI HpPU TaKHX
YCIOBHUSX MOTYT IMpOSIBIATBCA y HAUMEHTOB 3a MHOIO JIET JO IOCTAHOBKH
JUar”osa.

Ne Gastro-LIA IIpeanonaraemast naToaorus
n/n
1 IgA, IgG K ramaauny bosie3ns /[ropuHra
2 IgA, IgG k
TPAHCTITOTAMMHAIC bonesns KpoHa, nunmakus
3 IgA, IgG k Saccharomyces ’
cerevisiae
4 IgA, IgG k mapueTajJbHbIM
rIeTRaM AHemus DniMcoHa
5 IgA, IgG Kk BHyTpeHHeMY
dakrTopy

Buympennuii  ¢oakmop: ayTtoaHTUTENa K BHYTPEHHEMY (DaKTOpy MOTYT
onpeaensatecs B 50-70% cinydaeB y MalMEHTOB MPU 3JI0KAYECTBEHHOW aHEMUHU.



Onu BbIcOKOcTieIM(UYUHbBIE U1l aHeMHUH bupMepa: rmoka He TIOKyMEHTHPOBAHO HU
OJTHOTO CiIy4yass HWCTUHHO TMOJOXXKHUTEIBHOIO pE3yJlbTara y 3J0POBBIX JIHUII.
AyTOaHTHTENA BBI3BIBAIOT MATOJOTMYECKHM 3P (deKT, Memas BCaChIBAHUIO
KoOajaMHUHA B TIOJIB3/IOITHOM KHUIIIKE.

llapuemanvuvle Knemxu: ayTOAHTHUIE€H-MHUIIEHb - a- U b-CyObeIMHHIIBI
xenynounoit H/K™ AT®azs. H/K' ATdaza xenynka — GpepMEeHT TpaHCIOPTa
H', OTBETCTBEHHEIH 3a KHCIOTHOCTh JKEIyJOYHOTO COKa. LIMpKyImpylomiue
aHTUTENa K IapUeTaJbHBIM KJIETKaM JKEJyAKa MOryT BbIABIATBCS B 80-90%
CJly4aeB y MMalMEHTOB MPH 3J10KaYeCTBEHHON aHEMUMU.

Inuaoun: 'y mTalMeHToOB C Ileduakued Ha (oHe mpuema TIIOTeHa
AKCIPECCUPYETCS BHICOKUN YpOBEHb aHTUTEN K Mnaauny u tTG B ceiBopoTke. Ha
O€3IIIOTEHOBOM JUETE TUTP AHTUTEN CHUIYKAETCS, a8, BOZMOXHO, UCYE3aET COBCEM.
['muaguuel — 310 O€NKH, copepk alire 00IbII0e KOIUIECTBO aMHUHOKHUCIIOT IPOJIMH
U TJIyTaMUH; BCTPEYAIOTCS B 3J1aKaX, CEMEHaX IIIEHULbI, OBCA, SIYMEHS U PXKU.
B3aumocBs3p nenuakuu U n3dupaTenbHoro aeguuura IgA moTeHuUuanbHO MOXKET
MIPUBECTH K JIOKHOOTPHULIATENIbHBIM pe3yibTaTaM. TakuM o0pa3oM, €Ciu HeTHaKus
SBJISIETCS  BEPOSITHBIM ~ JMArHo3oM, PEKOMEHIYETCS MPOBOJIUTH TaKXKe W
onpeaenenue [gG-ayrToanTurel.

Tranesas mpancenymamunaza (t1G): antu-tTG antutena kiacca A
ABJIAIOTCSI BBICOKOUYBCTBUTEIBHBIM MapKepoM Hennakuu - 95-100%, u obnagaror
cieuuaHocThi0  90-97%. tTG  sABAsSeTCS  OCHOBHOW  MHIIEHBIO  JIJIA
SHJOMU3HAIBHBIX AHTUTET.

ASCA (aumumena xk Saccharomyces cerevisiae): ASCA HampaBieHbl TPOTUB
AMUTOMNOB OJIUTOCaxXapuia, COCTOSIIIEro U3 MaHHO3bI (pocdonentTuoMaHHaH) Ha
KJIIETOYHOM CTeHKe Jpoxxked Saccharomyces cerevisiae. ASCA Moryt ObITh
ucnonb3oBanbl BMecTe ¢ ANCA s nuddepeHunanbHOl JUarHOCTUKUA OO0JIe3HU
Kpona u s3Bennoro konuta. ASCA ctporo accoruupoBanbl ¢ 0osne3nbto Kpona:
cnequuyHocTh s [gG, Tak ke kak u qus [gA, 95-100%, 1 4yBCTBUTEIBHOCTh
s [gG ASCA - 75% wn ana IgA ASCA - 60%. IIpu s3BennoM kosure ASCA
HAXOIAT TOJIBKO B 5% caydaeB 1 IgG u B 7% — nua IgA.

IToxazanus:

- IEpBUYHAS TUATHOCTUKA C HESICHBIMU CUMIITOMaMHU,

- JuarHocTuka W auddepeHuuanbHas [IWAarHOCTHKAa B OJHOM TECTe
(manpumep, 6one3us Kpona),

- onpenenenue 1gG u IgA-anTuten: BaKHO AJ11 TUarHOCTUKH LIEJTUAKHH.

AHTHTENa K aHTUreHam ayToMMMYyHHbIX
3abo5n1eBaHM neyYeHn

AyTOMMMYHHBIE 3a00J€BaHUS NEYEHH OTHOCATCA K IpyIIe 3a00JIeBaHUIA,
P KOTOPBIX B OHMOJIOTMUECKUX JKHUIKOCTAX OOHApyKMBAIOTCS ayTOAHTHUTEA,
HaIlpaBJICHHBIE K Pa3JW4YHBIM KOMIIOHEHTaM KIJIETOK M TKaHEH OpraHu3Ma
yesoBeka. CyllIecTBYIOT TpU KaTEropuu ayTOMMMYHHBIX 3a00JI€BaHHUM IEUEHH.
OHu BKIIOYAIOT B ce0sl ayTOMMMYHHBIM Te€MaTUT, IE€PBUYHbIE OWJIMApPHBIE



3a00neBaHUsl Me4YeHW (MEepBUYHBIM OWNMApPHBI  [UPPO3 U  NEPBUYHBIN
CKJICPO3UPYIOIIUNA XOJIAHTUT) W "MEePEeKPEeCTHhIN" CHUHAPOM. AyTOaHTUTENA
SBJISIIOTCSI ~ JIMaTHOCTUYECKUMU  Ja0OpATOPHBIMU ~ KPUTEPUAMH  JIaHHBIX
3a00seBaHUM.

AytonmmyHHbIH renatuT (AWUI) — 310 ayrommmyHHOe 3abosieBaHHE
MEYEHU, MPOSABISIONIEECS CIa00CThIO, YTOMIISEMOCTBIO, MBIIMICUHBIMU U
CYCTaBHBIMU OOJISIMU, TIEPUOJAMYECKHMM TOBBIIICHUEM TEMIIEpaTyphbl Tena.
N3menenust 1abopaTOpHBIX AaHHBIX, XapakTepHble st AW, BkiaouaroT B ceds
MOBBILIEHNE YPOBHS ramMMa-riao0ynuHoB win ummyHornooyinuna G (IgQG), a Takxke
MOSIBJIEHUE B CBIBOPOTKE KPOBU ayTOAHTUTEIL.

AHTHTENA K MUKPOCOMAJIBHOW (pakuuu nedeHu u noyek (aHtu-LKM, ot
anri. anti-liver kidney microsomal) npeacTaBisioT co00il T€TEpOreHHYIO TPYIITY
ayTOAHTUTEJ, B3aUMOJICUCTBYIOMIUX C (DEepMEHTAMU MHKPOCOMATbHON CHUCTEMBbI
OKHCJICHUSI TEUYEHU U TMOYEK. Pa3nuyaroT HECKOJIbKO BapUAHTOB 3TUX AHTHUTEIL.
AHTH-LKM-1 B3aumoneictBytoT ¢ depmenTom muroxpomokcuaazon CYP 2D6.
Antutena k LKM-1 Bctpewatorest y 15 % GonbHbIX AU, B 4aCTHOCTH Y OOJIBHBIX
AUl 2-ro tunma (90 %). DTOT BapuaHT ayTOMMMYHHOrO TemaThTa HauboJliee
XapakTEPEH ISl IETEH, Yallle BCTPEUYaeTcs y A€BOYEK, YEM y MAIBbUYUKOB, U UMEET
HavMeHee OnaronpusaTHbli mporHo3 no cpaBHeHuto ¢ AUl 1-ro u 3-ro Tumnos.
Taxxke anTu-LKM-1 BBISBISIIOTCS B CHIBOPOTKE KPOBU OOJBHBIX (0K0JIO 5 %) C
BUpYCHBIM renatutoM C. CrnemyeT OTMETUTh, YTO oOHapyxeHue anturen k LKM
HE SABJISIETCS aOCONIOTHBIM AuarHoctTudyeckum kputepuem AW, paBHO kKak u
OTPULATENIbHBIN PE3yJIbTAT HA JAHHBIC ayTOAHTUTENIA HE MO3BOJISIET UCKIIOYUTH
naHHbIA quarHo3. CieayeT NpoBOAUTH KOMIUIEKCHOE OOCJE€I0BAHHE MALUEHTOB U
HCKJIF0YaTh BCE BO3MOYKHBIE UHBIC MPUYUHBI T€IaTUTa. Y poBeHb aHTUTEN K LKM
MOXKET CHUKATHCS MPU JCUCHUU 3a00JI€BaHMs], YTO MO3BOJISET UCMOIb30BaTh 3TOT
napameTp sl OLIEHKH aKTUBHOCTH 3a00JIEBaAHUS.

Ne Liver-Lia IIpeanonaraemas
n/n naroJorus

1 AMA M2 -

AHTUMUTOXOHAPUAIIHLHBIC .
OWIHapHbIA UPPO3
aHTHTEJIA

) Gp210 MeYeHU

3 Sp100

4 LKM1 ayTOMMM yHHBIN

5 LC1 renatut I Tuna

6 SLA ayTOMMM yHHBII

renaturt [ Tuna

Atutena K LUTO30JbHOMY aHTureny l-ro tuma (LC-1) m aHtuTena k
pacTBOPMMOMY AaHTUTEHY MedeHu/momkenynqounoin »kene3sl (SLA/LP) Ttakxke
ABJIAIOTCS AuarHoctuyeckumu mapkepamu AU, OHu oTHOCATCS K 1aO0OpaTOpHBIM
MOKAa3aTesiM BTOPON JTMHUM JUArHOCTUKH, KOTI/Ia HE OOHApYKUBAIOTCS aHTUTENA
NEpBOM JIMHUM: aHTUTENA K TJIAJKUM MBIIIIAM, AHTUHYKJIEapHbIE aHTUTENa U
anturena kK LKM-1.




Antutena k LC-1 HampaBieHbsl K crneruduueckoMy MeTa0oJInyecKOMY
dbepMenty mnedyeHu - QpopmuMuUHOTpaHcepaze 1ukiIogeamuHaze. OHu
Bcrpedarorest y 25-40 % OonbHbIX pu LKM-1-11010XKUTETEHOM ayTOUMMYHHOM
renatute 2-ro tuna. M3onupoBanno antu-LC-1 oOHapyxuBatorcs B 10 % cinydaen
naHHoro  3a0oneBaHus. JlaHHBIM  THOD  ayTOAQHTUTENA  MPAKTUYECKH  HE
oOHapyxuBaeTcs rpu BupycHom renatute C u AUI 1-ro tuna.

Antutena Kk SLA/LP CBS3BIBAIOTCA ITUTO30JIBHBIM OelKOM-(QEepMEHTOM,
COJIep>KalllUM CEJIECHOIIMCTEHH B MENTUAHBIX CBs3sX (SepSecSOenok), U BXOJAT B
coctaB auarHoctuueckux kpurepueB AUI'. Jlanuble anTuTena Bcrpevarores y 15
% Oonpubix AUI, a Takxke siBnsroTcs J1abopatopHbeiM mapkepom AULT B 35 %
ciyyaeB 0e3 OOHapYKEeHUS KIACCUYECKUX MapKepOB JAHHOTO 3a00sieBaHUs. AHTHU-
SLA/LP sBnsitoTcst BeicokocnennupuunbimM nokasarenem AUIDT 1-ro tuna, HO Takxke
penko, 10 4 % ciydaeB, BBISBISIIOTCA B CBHIBOPOTKE KpoBU OosbHBIX AU 2-ro
TUMA, TPU TEPBUYHOM OWIMAPHOM IUPPO3E, MNEPBUYHOM CKIIEPO3UPYIOLIEM
XOJIAHTUTE, LIETMAKUU U Y 3JI0POBBIX JIIOJICH.

AHTHTENAa K NUPYBaT-IeKapOOKCHIaA3HOMY KOMIUIEKCY MUTOXOHIPUI
(PDC/M2) otmeuatotcst y 90-95 % OOIBbHBIX MEPBUYHBIM OUIHAPHBIM LIUPPO30OM
(ITb1I). OHu HampaBiieHbl K MUPYBaT-A€KapOOKCUIIA3HOMY KOMILJIEKCY BHYTpPEHHEN
MeMOpaHbl MUTOXOHAPUM, KOTOPBIA OCyIIECTBIAET paciiemienne aunuaoB. [TB1]
MPECTABIISACT coboit XPOHUYECKOE ayTOUMMYHHOE 3a00JeBaHue,
XapaKTEepU3YIIIeecs HUMMYHOOIOCPEIOBAHHBIM BOCHAJICHUEM U JECTPYKIUEH
MaJlbIX M CPEAHUX BHYTPUIIEUCHOYHBIX MKETYHBIX MNPOTOKOB. K cummnromam
JAHHOTO 3a00JieBaHUSI OTHOCSITCA YBEJIWYCHHE TEUEHH M CeNIe3€HKH, OblcTpas
YTOMJISIEMOCTD, CJIa00CTh, JKEITyXa, 3y KOXKHBIX MOKPOBOB. 3a4acTyl0 MEPBHIM
CUMIITOMOM SIBJISIETCS TOBBIIIEHUE YPOBHSI MEYEHOUHBIX (DEPMEHTOB, OCOOEHHO
menoyHoit  ¢ocdaraspl. HesnauutenbHoe moBbimieHue aHTu-PDC/M2 moxeTt
BBISIBJISITHCSL Y MAIIMEHTOB C XPOHUYECKUM aKTUBHBIM I€aTUTOM, ayTOUMMYHHBIM
renaTUToOM, Y MAallUeHTOB C IPYTUMHU ayTOMMMYHHBIMU 3a00JIEBaHUSMU, HAIIPUMED
C CHUCTEMHOM KpacHOM BOJYAHKOW, PEBMATOHUJHBIM APTPUTOM, CHUHIPOMOM
[llerpena, CHUCTEMHOW CKJIEPOJEPMHUEN, YTO YKA3bIBACT HA IMOBBILICHHBIA PHUCK
Pa3BUTHUA MEPBUYHOTO OMIIMAPHOTO IIUPPO3a MPHU ITUX COCTOSHUSIX.

AHTHTENna npm ayromMMmMyHHbBIX BAaCKYJINTax

AntuTena k nuroruiazme HeltpodpuioB (ANCA, ot anria. anti-neutrophilic
antibodies) — ceposiornueckue MapKephbl, BbIABISIEMbIE Y OOJBIIMHCTBA MAIIUEHTOB
C MePBUYHBIMHU CHCTEMHBIMU BackynuTamu. [Ipu Backynutax ANCA HampaBiIeHbBI
MPEUMYIIECTBEHHO TMPOTUB JIBYX OCHOBHBIX KOMIIOHCHTOB MEPBUYHBIX TPaHYII
HEUTpOoPUI0B — cepuHOBOM TMpoTenHasbl-3 (aHTU-PR-3) m muenmonepokcuaassl
(antu-MPO).

Ne . IIpeanonaraemas
Vasculitis-LIA pea
n/n naToJ0rusl
1 PR3 — nporennasa 3 rpanyjemaro3 Berenepa
2 MPO - muenonepokcuiaza MUKPOCKOITUYECKHAMN




MOJINAPTEPUUT

GMB - GazapHast ayTOUMMYHHBIH
3 TIIOMEPYJIOHEPPUT,

MeMOpaHa KI1yOO4KOB MOYEK
cuapom ['yamacuepa

JItoOble  aHTUTeHBI B COCTaBE YyKa3aHHBIX TpPaHyl MOTYT OBbITh
noTeHIuaIbHBIMU MullieHaMu U1t ANCA.

AHTHTEena k rmpeonepoxkcvgase (ATriO)

Cnemnudpuueckue MMMYHOTJIOOYJIWHBI, HAMNpPaBJICHHbIE MPOTUB (PEpPMEHTA,
COJIeprKalllerocs: B KJIETKaX HIUTOBUJIHOM KeJie3bl U OTBEUAIONIETro 32 00pa3oBaHue
aKTUBHOM (QopMmbl Homa sl CHUHTE3a THUPEOUJHBIX TOpMOHOB. OHH SIBISIOTCS
crnenu(pUIHBIM MapKepOM ayTOMMMYHHBIX 3a00J1€BaHUM IUTOBUIHON JKEJE3bl.

JlaHHBIN aHAIW3 MpeHa3HAYEH ISl ONpelesieHUs] crenu(pUIecKuX aHTUTeN
K TKaHAM IIATOBUJHOM KeJjie3bl B ChIBOPOTKE KpoBUM — aHTUTIIO. Onm
o0pa3yroTcsi, Korja MMMYHHAsl CUCTEMa 4eJioBeKa OIMMOOYHO pAaClO3HAET TKaHU
IIUTOBUTHOM KeJe3bl KaK Yy>KePOIHYI0 OMOJOTUUECKYI0 CYOCTaHIINIO, YTO MOXKET
MPUBOAUTh K THUPEOUJNUTY, TMOBPEKICHUIO TKAHEH Kejlne3bl U pa3lIMuHbIM
HapyleHusIM €€ QyHKIIHH.

DepMEeHT MUTOBUIAHON KeNe3bl TUPEONEPOKCUIa3a UTPAET KIIOUEBYIO POJIb
B 00pa30BaHUM TOPMOHOB IIMTOBUIHOM kene3bl. Tupeornepokcuaaza yuacTByeT B
00pa3oBaHUN aKTUBHOHN (HOPMBI 10ja, 6€3 KOTOPOil HEBO3MOKEH OMOXUMHUUYECKUN
CHUHTE3 TOPMOHOB IIUTOBUIHOM kene3bl T4 u T3. [losiBneHrne B KpOBU aHTUTEN K
JaHHOMY (EpPMEHTY HapyllaeT €ro HOPMalibHyl0 (DYHKIIHIO, BCIEACTBHUE YErO
CHUKAETCS MPOU3BOACTBO COOTBETCTBYIOIIUX TOPMOHOB.

OcHOBHbIE MTOKa3aHUS K HA3HAYCHUIO aHaJn3a:

v HOBOPOXIEHHBIC: TUNEPTUPEO3, BbICOKUU ypoBeHb AT-TIIO winm
0one3nb ['peiiBca y Matepu;

v B3pocibie:  nuddepeHunanbHas ~— IHAarHOCTUKA  THUIEPTUPEO3a,
muddepeHnmanbias  AMarHOCTUKA TUIOTUpeo3a, 300, Oone3nb ['peiiBca
(muddy3Hbiii  TOKCHUEeCKUU 300), XpOHUYECKHH THpeouauT (XammumoTo),
opTanpMonaTUs:  yBEIWYEHHWE  OKOJIOTJIa3HbIX  TKaHed  (MOoJo3peHue  Ha
AYTUPEOUJIHYI0 OoJne3Hb ['peiiBca), MIOTHBIM OTEK TroJjieHeW (mepuTuOHaNIbHas
MHKCEIEMA).

AHnTnTena k rmpeornobynuHy (aHrn-Tr)

DTO ayTOaHTUTENAa B CBIBOPOTKE K MPEAIIECTBEHHUKY TOPMOHOB
IIATOBUIHOM >keye3bl. OCHOBHBIE TOPMOHBI IIUTOBUIHOM JKEJIE3bl — THPOKCHH
(T4) wn Ttpuitontuponun (T3) — oOpa3ylTcs nyTeM MPOTEOTUTUUYECKOTO
pacuierieHus TupeorioOynuHa. [lpu Hanuyuu y mamueHTa B KPOBU aHTHUTEN K
TUPEOTJIOOYJIMHY, OHHM CBSI3BIBAIOT €ro, Hapymas oOpa3oBaHHE TOPMOHOB
IIUTOBUTHOM JKeJIe3bl U BBI3bIBASI TEM CaMbIM HEJIOCTATOYHOCTH (DYHKIIUU KEIE€3bl
— TUIOTUPEO3.



OcHOBHBIE TTIOKa3aHUS K HA3HAUYCHUIO aHAJINU3a:

300;

MPOSIBJIEHUE THUIIO-, TUIIEPTUPE03A;

noBbiieHue TTT;

KOHTPOJIb 3P (HEKTUBHOCTH JICUCHHUS] ayTOUMMYHHBIX THPEOUIUTOB.

AN



