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* IMMYHHbIVN OTBET, HanpaBleHHbIN NPOTUB
aHTUreHOB HOpPpManbHON YenoBe4YeCKOU TKaHu
N OpPraHoB Ha3bIBAKOT «ayTOUMMMYHHbLIM».

* AYTOUMMYHHbIN OTBET SIBNSIETCS OCHOBOW
naToreHe3a 60sbLLIOro Yncna ayTOMMMYHHbIX
3aboneBaHuun (AU3) n ayTOUMMYHHBIX
peakuunun.

* AYTOMMMYHHbIN OTBET SIBNSIETCA U
€CTECTBEHHBLIM KOMNOHEHTOM UMMYHHOW
CUCTEMbI NPU NMHPEKLIMOHHbIX,
MeTaboNMnYeCcKnx, OHKONOrMYEeCKnX
3aboneBaHnn, UMMYHOOEDULINTHBIX
COCTOSAHUSIX, NpoLieccax CBA3aHHbIX C POCTOM
OopraHmama u ero cTapeHuem.



« XOTS TEPMUH «ayTOMMMYHHOE 3aboneBaHne» unm
«ayTOMMMYHHasi peakuusi» UCNOSb3yeTCsl B
nuTeparype y»xe HECKONbKO AEeCATUNETUIN, OOHAKO
B CBSI3M C pa3Hoobpa3nem MMMYHHbIX MEXaHU3MOB
1 HO30MOTrMYECKNX NPOSABNEHN OAHO3HAYHOIO
MEANLIMHCKOro MNOHUMaHMA TOro, YTO
nogpasymeBaTtb MNo[ 3TUM TEPMUHOM HE
CYLLECTBYET.

* B cBsI3n ¢ 3TUM, B DONbLUMHCTBE akageMmnyeckmnx
ornpeaeneHunsix natoreHe3sa peBMaTonormM4eckmx
3aboneBaHNM OTCYTCTBYET NOHATUE
«ayTOMMMYHHOE», BMECTO KOTOPOIro UCMOMNb3yeTCcH
TEPMUH «BOCNannTenbHoe». [1encTtButensHoO, Npu
psge ayTOMMMYHHbIX 3ab0ofieBaHnK, Taknx Kak
peBMaTOUAHbIN apTPUT NN CUCTEMHbIE
BaCKyInnUTbl MUMMYHHOE BOCManeHmne BblpaXeHo
4Ype3BblYanHO APKO.



* AyTOMMMYHHble 3aboneBaHusa (AAN3)
obnagatoT psaoM KIMMHUYECKUX
XapaKTEPUCTUK, K KOTOPbIM, MPeXae BCEro,
OTHOCSATCSA CrieayoLne onpeaeneHns:

* npoueccbl HeN3BECTHOU 3TUOSIONNU C
XPOHUYECKMUM CUCTEMHbIM/TKaHEBbIM
BocnarieHuem

* BO3HUKAIOT Y JIUL, C OCOObLIM Habopom
reHoB MMMYHHOIO OTBeTa (reHOB CUCTEeMbI
HLA)

e DONbLLUMHCTBO 3aboneBaHU NoanarOTCA
Tepanmm MMMYHOCYNPECCUBHbLIMM
npenapartammu

* B KPOBU N OUONOIrMYECKUX XXUAKOCTAX
OOHapyXUBalOTCH ayTOPEaKTUBHbIE KITETKU
M ayToaHTUTena.



« JTHMonornyeckasa npuvynHa ayToMMMyHHbIX
NpoLeccoB B OONMbLUMHCTBE Cry4vyaeB He
sicHa. HekoTopble HO30MorM4eckne popmol
A3, Hanpumep peBMmaTmnyeckas
nmxopagka, obycnoBneHbl YETKO
onpegeneHHbIM UHPEKLMOHHBLIM areHTOM.



* [eHeTn4yecKknn ooH NrpaeT BakKHy, HO He
onpenensoLlyto ponb B pa3sutun AUS3.

* [1lpegpacnonoXXeHHOCTb K ayTOUMMYHHbIM
3aboneBaHNAM 1 UX HacregoBaHUe
obycrioBneHa 0COBEHHOCTAMM FEHETUKM
MMMYHHOMN cnctembl. OCHOBHbLIMMU
reHeTn4yecknmm mapkepamm AU3 asnstoTca
reHbl cuctembl HLA.

* [eHOTUNNPOBaAHME CUCTEMBI HLA,
ncrnonb3yeTca Ang anarHocTmkm mHorux A3,
B YACTHOCTW CEPOHEraTUBHbLIX apTponaTun 1
Luennakmun. 'eHoTtunnpoBaHmne apyrux reHoB Ao
HaACTOSILLEro BpEMEHN UMEET OrpaHNYeHHoEe
3Ha4YeHne gunmarHocTuke ayToOMMMYHHbIX



* AyToaHTuUTENA, HanpaBfeHHbIE NPOTUB
CODCTBEHHbIX MONEKY OpraHmnama, urpatot
OOMbLUYIO POnb B NaToreHese
ayTOMMMYHHbIX peaKkLnn.

* Ho ayToaHTMTENA MOTYT ObITb HE CBSI3aHbI
C HeNocpeacTBEHHbLIM NOBPEXAEHNEM
TKaHu npn AU3 n oHK ABNAIOTCA NULLb
«cBMaeTenaMmm» ayToMMMYHHbIX peakuun.

» ODHapy)XeHne ayToaHTUTEN NO3BOSIAET UX
MCronb30BaTb AN MPaKTU4ECKOn
nabopaTopHOU ANArHOCTUKA
ayTOMMMYHHbIX 3aboneBaHun.



[Tpobnemsbl knaccudoukaumm Amn3

« Hanbonee n3BectHas knaccudukaums A3
npmBegeHa B 60NbLUIMHCTBE PYKOBOACTB MO
nmmyHosnornu. OHa nogpasnenset A3 Ha
opraHoHecneuuduyeckme u
opraHocneuudunyeckmne A3

* [1o Mepe NOHUMaHNSA ayTOUMMMYHHbIX
3aboneBaHnn aTa Knaccmdukauma NoCcTeNeHHo
yTpaunBaeT CBOE 3HAYEHME N HE OTPpaXkaeT
COBpeMeHHOE noHnmaHue AUS.

o JleneHue Ha «CUCTEMHbIE» N «OPraHHbIE» DOME3HN
ynpoLlaeT MHOrnme Hosororn4yeckme opmbl 1 He
COOTBETCTBYET pAay MUMMYHONOMNMYECKNX

heHOMEeHOB, KOTOpble YacTo BCTPe4YatoTCcs npu
AlIAR



UMmmMyHOBOCNanuTtenbHble 3aboneBaHus
(immune-mediated inflammatory diseases — IMID)

[eTeporeHHaa rpynna KrmMHU4eCcKu pasHopogHbix 3aboneBaHu c obLuMU
MEXaHM3MaMu naTtoreHesa, XapakTepusylLuMUCa COMETAHUEM NMPOLECCOB
aymoeocnasieHusi U aymouMMyHumema, CBA3aHHbIX C FTeHETUYECKN
AETEPMUHUPOBAHHLIMU U MHAYLMPOBaHHLIMU (pakToOpaMu BHELLHEW cpeapbl
AedekTaMmun aKkTuBalum BpOXAEHHOMO U NPUobpPETEHHON0 UMMYHHOIO OTBETA.
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UMMyHOBOCNanuTesnibHbie 3a6oneBaHus:
MeXaHU3MblI

AYyTOUMMYHUTET —

naTonornyecknin npouecc, CBA3aHHbIN C aKTuBaLuen

npuobpemeHHO20 UMMYyHUMeMa.

OcHoBaH Ha abeppaHTHOM OTBETE AEHOPUTHbIX
KneTok, B- n T-numdouuToB B NEPBUYHbIX U
BTOPUYHbLIX UMMYHHbIX OpraHax, BegyLiemy K
HapyLLEHUIO TONEPaHTHOCTU U Pa3BUTUIO UMMYHHbIX
peakuun NpoTUB HAaTUBHbLIX OENKoB (ayTaHTUreHOB)
CODCTBEHHbIX TKaHeW. XapakTepusyeTtca
obpa3oBaHueEM ayToOaHTUTEN W
CEHCUOUNU3NpOoBaHHbIX T-NMMMEOLUTOB.

Maynb Spnux

D McGonagle n MF McDermott. A proposed classification of the Immunological Diseases. PLos Medicine 2@&4;%

8
ared




NUMMyHOBOCTIAIMTE/IbHBIE 3200/1€BAHUSA
MeXaHHU3MBbI

AyToBocnaneHue —

NaTonoru4eckui rnpouecc, CcBA3aHHbIN C
NoKanbHbIMU TKaHEBbLIMWU hakTopamu,

BeayLLWiA K akTMBaUun 8P0X0IeHH020
UMMYyHUMema (makpodgaros, HeUTpodunos)
W pasBUTUIO TKAHEBOIO NOBPEXAEHUS.

B ocHOBe 3TOro oTKpbITUA nexar padoThbl
MeuHukoBa 0 crnocobHOCTU haroUUTUPYIOLLMX
KNeTOK Bbi3biBaTb BOCNANUTENbHbIE peakuuu
B TKaHSX B OTBET Ha YY>XepOoAHbI aHTUreH B
OTCYTCTBUE CbIBOPOTOUHbIX (hakTOpOB
(ayToaHTuTen).

Unesa Me4YyHUKOB

D McGonagle u MF McDermott. A proposed classification of the Immunological Diseases. PLos Medid@ 1% 2
ANy Saréd




KOHTMHYYM UMMyHOBOCNanuTenbHbIX 6onesHen

Peakue MOHOreHHble
aytoBocnanurenbHblie
3aboneBaHus

MonureHHble
ayroBocnanurenbHble
3aboneBaHus

AyToBOCnanUMTenbHo-
ayTOUMMYHHbIe
3aboneBaHusa
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3abonesaHusn

(opeauouecneuu uveckue u
opz2aHocneyu uwecxue)

nigsHHAnWWnoOWws

Peakue MOHOreHHble
ayTOMMMYHHbIE
3aboneBaHus

*CemelHas cpedu3eMHOMOPCKas TuXopadka (FMQ
*[lepnoanuecknin cu I_ﬁc[))v%)accounmpoaanubm c ®HO- peuentopom (TRAPS)

*[vnep gD cnHapom

*[lnoreHHbIn CrepunbHbiv apTput (PAPA)

*XPOHUYECKNA MYNLTU
*CuHapom Blau (yBeut

*bone3xdb KpoHa, A3BeHHbIN KONUT
*Ocmeoapmpos

KanbHbIN peuynanseupyolmi octeommennt (CMRO)

~[lodazpa/nceedonodazpa/Opyaue Kpucmannuyeckue apmpumabi
*Hexomopsilu hopmMbl peakmueHo20 U NIcopuamuYyecKo20 apmpumoe
*[uzanmoknemoyHbil apmepuum, 6onesHb Takasacy

*Aanonatnyecknn yBeur

*Yrpu 1 3a60neBaHnA, aCCOUMNPOBAHHBIE C YTPAMM
*HekoTopble HeBpornorMueckme 3abonesaHns aHLedanoMmennT v ap.

*YanoBarasa aputemMa, capkouos

*AHRUNO3UPpYOWUU crnoHounum

«[Icopua3s/ncopuamuyvyeckuud apmpum

bonesHb bexyema

*CucmeMHbIU 08 eHUNBHbIU uduonamuyeckud apmpum (6onezus Cmunna)

Yeeum (HLA-B27,
*PaccesHHbIN CKnepos

*PeemamoudHbid apmpum
CucmemHas KpacHasi 60N1YaHKa
Cundpowm LllezpeHa

*AHLA - eackynumsi
-[Jepmamomuosum
flonumuosum

*CucmemHas cknepodepmus
*AymouMMYyHHbIU yeeum

*LieNnakma . -
'HX?BW-IHHM ounnuapHbLIn Uppo3

-Az'romm HHbIA racram/

. HMLw 3HAA aHeMuA
MMMYHHbIE 3aboneBaHuna

M Kenesbl

. b MCoHa

*CUH M Fr nacyepa

*MunacreHmns rpaBsuc

[lnaber TMNa

*Tly3bipyatka Butunuro

*AYTOMMMYHHbIE LIUTONEeHUN

AyTOoMMMYHHBIN numdonponudepaTmeHbii cMHApoM (ALPS)

CeazaHHaac X X
aHteponatuma (IPEX)

D

MOCOMOW UMMYHHaA Ancperynauva, nonnaHaoKpuHonarva,

CviHApOM ayToM MEHH)OI?I NONU3HAOKPUHONATUM-KAHAW03a-3KTOlePMarbHOM

ancrpodun (APC
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D. McGonagle u M.F. Mcgfennott, 2006




Diseases of activated immune system

%
Autoinflammatory with an adaptive component l
Autoimmune
/ ‘adaptive autoimmunity’ \
Group | Group Il

v v
Abnormal PRR signaling Deficient negative selection
D—?ldendes‘; Excessive | Loss of regulation intrinsic
removal of PRR ligands PRR in to;m/eradapﬁg‘response

—»  Polygenic MHC-dependent diseases

Loss of control over
T cell expansion and/or contraction

Loss of regulatory cells

A

- A
Requiring environmental| |Not requiring environmental

trigger through PRRs trigger for initiation
S &

A

Excessive co-stimulation Loss of stringent requirements )I
for lack of its negative regulation| | for co-stimulation (over-reactive T cells

Bysmawvaﬂon

Influence of microbial environment on autoimmunity
Alexander V Chervonsky?

Nature Immunology Volume: 11, Pages: 28-35 Year published: 2010
DOI:d0i:10.1038/ni.1801 Published online 17 December 2009




Knaccundukayuma ayToOMMMYHHbIX
3abonesaHnm

AyTOMMMYHHbIe 3aboneBaHuUs

AyTOMMMYHHbIEe NapaHeonnacTu4Yeckme CUHOAPOMbI
MwuacTteHust JllambepTa-IToHa

MembpaHo3Hasi HecbponaTus

[NMonumunosut

Acanthosis nigricans

AyTOMMMYHHbI€ OCJTIOXXHEeHUA NPU MHPEKUMOHHbIX
3aboneBaHuAX

CuHppom [meHHa-bappe (Campylobacter jejuni)

[epnec-accouunnpoBaHHas MHorodoopMHas aKkccyaaTuBHas
aputema

PeakTnBHbLIN apTpUT

OPIJI

[TOCTUHMEKLUNOHHbIN rMoMepynoHedpuUT
MembpaHo3Hast Hecoponatua npu renatute C
Y3enkoBbIln nepnaptepuunt npu renatute B

KniiAarnaA\y/nmaUaniAuaCryiigicz RACY/ AT ONRIA ranaTimaTa



OpraHocneundounyeckue
ayTOMMYHHbIE 3aborieBaHus

* AYTOMMMYHHbIe SHOAOKPUHONATUN
bones3Hb ['penBca

AYTOMMMYHHbIN TUPpEOUOUT

Cl 1 tvna

nepBI/ILIHaFI HadNno4Yye4yHMKOBa4d
HEOOCTATO4YHOCTb

AYTOMMMYHHbIN nonurnaHaynapHbIN CUHOPOM

- AI'INC 1 Tnna (KoXXHO-Crnn3mncTbiv KaHOMA03 +
[MTHITH + runonapaTtnpeos)

- AIINC 2 runa (cuiapom Wmupgra) - NMHIMH +
runotupeos + CIl 1 Tuna (50%)



o 3aboneBaHusa ne4vyeHu, XXBIl1, noaxenyno4yHom xenesbl
AYyTOMMMYHHbIN renaTtut

[TepBUYHbLIN BUNMAPHBIN LMPPO3 NEYEHU
[1lepBUYHbIN CKNEPO3NPYIOLLNUA XONAHTUT
AYyTOMMMYHHbIN NaHKpeaTuT

o 3aboneBaHus XKT

AYTOMMMYHHbIW aTpOoPUHECKUN racTpuT

Llennakuga

bonesHb KpoHa

A3BEHHbIN KONUT

 [emaTonornyeckue HapyLueHUA
[lepHMUMO3HadA aHeMUS

[emonuTnyeckas aHemMums

Naononatunyeckas TpombounToneHn4eckas nypnypa
IMMyHHas HEUTpONEeHUd

AHTUdocdhonnnuaHbLIN CUHAPOM

e Cunpgpom N'ygnacuepa



OpraHoHecneuynpmnyeckmne
ayTOMMMYHHbIE 3aboneBaHuns

e KonnareHo3bl (C3CT)

CKB

CucrtemMHas ckrnepogepmus
[TonnmMnosunT, oepmMaToMmo3nT
CuHgpowm Lerpena
PeBmaTtonaHbIV apTpuUT

CmellaHHoe 3aboneBaHne coegnTenbHOM TKaHU
(cnHgpom Lapna)

AHKMNO3NPYIOLWNUXA CNOHAUNNT
[lcopunas




* BackynuTbl

Immune Complex Small Vessel Vasculitis
Cryoglobulinemic Vasculitis
IgA Vasculitis (Henoch-Schénlein)
Hypocomplementemic Urticarial Vasculitis
(Anti-C1q Vasculitis)

Medium Vessel Vasculitis

Polyarteritis Nodosa J Anti-GBM Disease |
Kawasaki Disease

I

ANCA-Associated Small Vessel Vasculitis
Microscopic Polyangiitis

Granulomatosis with Polyangiitis
\ J
|| (Wegener’s)
Large Vessel Vasculitis Eosinophilic Granulomatosis with Polyangiitis
Takayasu Arteritis (Churg-Strouss)

Giant Cell Arteritis



JTabopaTtopHasi AnarHocTuka
peBMaTN4YeCKnxX 3aboneBaHnmn



JlabopaTopHbie bMomapkepbl peBMaTU4YECKUX 3aboneBaHumn

AYTOAHTUTEJA P®, ALILIM, AHA, A®J, AHLIA w ap.

CO3, CPb, SAA, ®DEPPUTUH, KATIbINPOTEKTUH,
MAPKEPbI BOCMATNEHUSI —*| C02 CPE. SAA, oEr

W8, W10, W15, W17, W18, W23, UOHy, VEGF,

LUMTOKUHDLI ®HO-a, pOHOPI, WIL1, Wit-pa, WIL2, WIL2P, WIL6, W4,
pCD40L, XEMOKUHbI, ATIMNOKUHbI

cysnonynauum nMMeoLUMTOB ‘{ CD3+, CD4+, CD8+, HLA-DR+, CD19+, CD56+,

CD4+25+Foxp3*, CD69+

UMMYHOTTIOBYNUHbI: IgG, 1gG4, IgM, IgA
KPUOTNOBYNUHBI

KOMIMOHEHTbBLI KOMITJIEMEHTA —+ C1q, C3, C4 C1-unruburtop, C5b-9, C3b, C4d

r’EEHETUMECKUWE MAPKEPbDI —+ HLA (827, DR4 n ap.)

A CROSS LAPS, OCTEOKAIbUWH,CARTILAPS,
MAPKEPbI METABOJSTU3MA KOCTHON — SROS2 LORS: OCTEOKEEmt
W XPSILUEBOW TKAHM

[ MyShared




AYTOAHTUTENA - OCHOBHOW UMMYHOTIOMMYECKUWN NABEOPATOPHbLIA MAPKEP AY TOUMMYHHbIX
3ABOJIEBAHUA

*AHTUHYKNeapHble (AgepHble) aHTUuTena

e

*AHTUTENa NpU peBMaTU4YeCcKux 3aboneBaHuNAX

AUTOO nﬁbOd ieS | *AHTUHENTPO(UNbHbIE aHTUTENa

Edteaby @ e *AHTUTENA K DMONOMMYEeCKUM (paKTOpaMm U CTPYKTypam
Y. SHOENFELD -

M. E. GERSHWIN «CepAeyHble aHTUTENA

P. L. MERONI

*JHAOKPUHHbIE aHTUTENA
«)Kenyao4yHo-KMILIeYHbIe U NeYeHOYHbIe aHTUTena
«FemaTonoruyeckue aHTurena

*[loyeyHble aHTUTENA

*HeBponoruyeckue aHTurena

SECOND EDITION *AHTUTENA NPU 3a60NeBaHNUAX KOXH

«AHTUTENA NPU annepruyeckux sadoneBaHusax

[T MyShared




Henpsamas peakuua ummyHodgnwopecueHuum (HPUD)

AH®, antutena Kk Ac[HK (c Crithidia Luciliae), AHLUA, ASMA,
aHTUKapauarnbHble aHTUTena u ap.
M 2 f57 MyShared

Cxema Peakuun nmmyHodniwoopecueHuum (PUDP) (Kynca)

®nyopecuerThble | ) L\°A
anTurena (®A) Creupduuecime
Ar Ar aHTuTena

NMpamon meTop Henpsamo# metopq



AHTUHYKNeapHble aHTuTena

* AHA - cemencTBo ayToaHTUTEnN,
pearnmpyroLmnx ¢ HyKnenHoBbIMU
KMUcrnotamm n accoummpoBaHHbIMU C HUMI
benkamm, KOTOpoe HacHnTbIBaeT bonee
200 @aHTUreHHbIX cneundUYHOCTEN.

 AHTUHYKIeapHbIN (hpaKkTop Ha
KnetoyHoun nuHun HEp2 c
onpeaerieHUeM Tuna cBevYeHus gapa -
TecT aAng sbisgBrieHna AHA ¢ nomoLbro
MeTo4a HEMPAMOU
NMMMYHOMIoopecLEHUNN. DTOT TECT
ABJISIETCH «30J710TbIM CTaHAAPTOM»
aAnarHocTtukm AHA, NOCKONbLKY
onpeaensietT MakcumaribHoe
KOJFIN4YeCTBO U CNEeKTp

HTAFFPARA'HUNOD




AHTUHYKNeapHbIN dpaKkTop

* B Tecte Ha AHO BbIABNAIOTCA ayToOaHTUTENA K
HykneunHoBbIM Kucnotam (acHK, ocOHK,
PHK), puboHykneonpotenHam,
KOH(bOPMaLMOHHbLIM U HEPACTBOPUMbIM
aHTUreHam.

 AHA B 3TOM TecTe 0DHapyXMBatoT Mo Ux
CBSA3bIBaHMIO C BHYTPUKNETOYHbLIMMU
aHTUreHamMu NIMHUN KNeTOK INUTenus
yeroBeka (HEp-2). Agpo v umtTonna3ma
knetok HEp-2 coaepXnUt BCce aHTUreHbl,
XapaKTepHble ONA YeriloBe4YeCKOW KNeTKMU,
YTO NO3BONSET BbIABNATbL B O4HOM TecTe



OueHKa cBe4veHust Npu TecTe Ha
AHO

« Kaxnas pasHoBuaHocTb AHA MMeeT KOHKPETHbIE
KIMEeTOYHbIE MULLIEHU, B CBA3M C YEM TUM CBEYEHUS S4P3,
aApblllKa N UMTONNAa3Mbl KNETKN OTpaXaeT
B3anmopaencteme AHA cbiBOPOTKM BOSTbHOIO C aHTUTEH-
cogepXaLlmmMn CTPYKTYpamMm BHYTPU KNETKM.

* Tun cBe4YEHUA 3aBUCUT OT HANNYNA KOHKPETHbIX
ayTOaHTUTEN B CbIBOPOTKE KPOBU DOSBHOrO, YTO
NO3BOSIAET caenartb NpeaBapuTeribHoe 3aKknioveHne
OTHOCUTENBbHO pa3HoBmaHoctTen AHA, KoTopble
NMELIOTCA B laHHOMN CbIBOPOTKE.

« Takum obpasom, onncaHue Tmna ceedeHna AHA
3HA4YNTENIbHO NOBbILWAET MHPOPMATUBHOCTb TECTA U
NO3BONAET OoNpeaennTb nocneayoLwme TecTbl 4ng
YTOYHEHNSA NX cneunUYHOCTN.



Tabnuua 2. AHA: Ba)KHerLLIMe TUNDbI CBeYyeHud
Ha knetkax HEp-2

[omoreHHbIN CKB, nexapcreenHas sonyaHka,
cKnepoaepmms
Toyeunsiit Hykneonnas- Cknepopepmua NMMUTHPOBAHHARA

meHHbIH (46-92 Toukm)

AR P bILKOBbIA FOMOT@HHbIH

Cknepogepmus guddysuas,
NONUMMO IUT, AePMATOMMHO3HUT

AAPLIWKOBLIM FPAHYNAPHbIH

Cknepogepmus guddysuHas

lpaHynspHbIn
HYKNeonna3MeHHbIH

CucremHble 3a6onesanua coeuHu-
TenbHoH TKaHu, cknepogepmus, CKB,
AMCKOMAHASA BONYAHKA, PEBMATOMAHbIN
aptput, curgpom Lerpena

LlenTpomepHbii

Cxknepopepmus




SLE

RA & SLE
Misc. Disorders
(anti-ssDNA)

SLE & SS

PM/DM
PSS (Systemic)

PSS (CREST)

SLE & PSS




OueHKa Tuna CBe4YeHUs B TecTe

Tun cBeyeHua | MuweHb 3abone - -
ansa AT EEILE

[[OMOreHHbIN acAHK CKB
[Mepudepunyeck
nmn

TOMOrEHHbIM THN CBBYEHHA LieHTpOMepHbIf THN CBEHEHNA

[paHynspHbLIN PuboHykneo- CKB

HyKrneonnasmeH- nporeng C3CT

Hb”z AAPbILUKOBLIN THN CBEYEHNR
AQpbIWKOBLIN CC

LieHTpOMepHbLIN CREST

LinTtonnasmaru- Aunl

YeCKun MNBL

paHyNAPHbLIA THN CBEYEHUA LinTonnaamaruseckuit Tun ceevexus (Jo-1)

PUCYHOK 7. THnbl uMMyHO0OpecueHuMn AHA Ha KNeTOYHOR nuHUKM HEp-2



AHTUHYKNeapHbIN dpaKkTop

 MeTon HenpsaAMou UMMYHOnroopecLeHUUn Ha
kneroyHou nnHum HEp2 (AH®P) pekomeHaoBaH
B KayecTBe 30J10TOro ctTaHAaapTa BbisiBIIEHUSA
aHTUHYKIeapHbIX aHTuTen (EASI group 2010, ACR
ANA Task force 2008).

* Jlerko pacTtBopuMbie KOMMNOHEHTLI A4pa KIeTKA
MOTYT yTpaumBaTbCA U3 94ep KINEeTOK Npu
donkcaumm npenapara 4ng npoesegeHuns
nccnegosaHm AHO. NosTomy ncnonb3oBaHue
NMDA-meTOOOB (AaHTUTENA K 3KCTParupyemMbim
aHTUreHam - 9HA, aHTUHYKNneapHble aHTUTenNa
CKpUHUHI UDPA) B KOMNNeKce C BbiABNeHNeM
AH® Ha knetkax nmHuun HEp2 no3Bonser
n3dexarb NOXHO-OTPpULUaTEesNIbHbIX
pe3ynsTaTtoB TeCTUPOBaHUSA NMPU CUCTEMHbIX
peBMaTn4yeckmnx sadboneBaHusaX.



* Bcemu gencreyrowiMmMm rpynnamMmm aKCrnepTos,
B TOM YK1Crie rpynnou no uccrnegoBaHuio
aHTUHYKNeapHbIX aHTUTEN AMEPUKaHCKOro
Konneoxa pesmartonioroB (ACR ANA Task Force)
N aKcnepTtamm EBponenckon MHULIMATUBLI NO
cTaHOapTu3auum TeCTOB B ayTOUMMMYHHbIX
3aborneBaHusX - European Autoimmunity
standartization Initiative (EASI) HacTONM4YUBO
peKkoMeHAayeTcAa UCNOoNMb30BaTb
aHTUHYKNeapHbIN (paKToOp B KayecTBe
OCHOBHOIO MeToAa CKPUHUHra
aHTUHYKNeapHbIX aHTUTEen



UMmmyHOepmeHTHbIN aHanu3 (UDA)

AyToaHTUTEna

LIMTOKUHBI, XeMOKHUHbI,
¢pakTopbl pocTta

Mapkepbl AUChYHKUUMU
aHpoTenus

Mapkepbl XpALLEBOro U
KOCTHOro merabonuama

Opyrue 6uomapkepsbl

Enzyme-linked immunosorbent assay, ELISA



UMMYHOBIJIOT

) Immunoblotting

Proteins Transferred o

AyToaHTUTEna
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MonoxutensHbii

MenkorpaHynapHeii Tun ceevenns AHA
(HaumeHee cneyrduunbi).
Berpeuaerca npu CKB, guckomnproi sonyatke,
pesmaToupHom apTpute, cHHapome Llerpena

POKOMGHA)’GTCSI npoeepeHue
MOHOCI’IG“M¢"‘IQCKOI’O TecTa

(AHA npodwune)

lomorenHbik TMN ceevenns AHA.
Bcrpeuaercs npu CKB, nekapcrsenHoin
BONYAHKeE, CKNepOAe PMHM

Pexoueup.yercu npoeepeHue
MOHOCI’IOILM¢M‘IOCKOI’O TecTa
(cknepopepmuyeckuit 6nor)

Anpsiwkossii TMn ceevenns AHA,

v\\

Berpeyaercs npu cknepogepmum

Mpumeyanue: suibop THNa

MoHocney1duyeckoro Tecta

B NepByI0 04Yepefb 3ABUCHT

OT KNMHHYECKMX CUMNTOMOB

BonbHOro, a Takxe ot cneyHPHKu

cBeveHua (B AAHHOM cnyyae

peKoMeHAoBAHHbIH BnoT
YKQ3bIBAETCA B 3AKNIOYEHUM)

H NONTHMHO3HUTE

-—’-"'.‘

LlentpomepHsii TMn ceevenns AHA.
XapakTepeH ans cknepoaepmmu

Touku B sgpe MOTyT BU3yanuM3MpoBaThes
NPU Ay TOMMMY HHBIX 3060NeBAHUAX NEeYeHH,
CKB, cknepopepmmu

\\
\
\\

o o

. Uuronnasmarnyeckuit TMn caeyeHus.
¥ Moxer ceugetenscTteobats 06 ayTOMMMY HHbIX
NOPAXEeHUAX NeYeHM, a TAKXKe O MMO3UTaX

NN

POKOMQHA)’GTCS npoeeaeHHe
MoHocneynpHYeckoro TecTa
(neyeHoYHBIH Npoduns) -
eCNH BU3yanusnpyercs
UMTONNA3MATHYECKHH
TUN CBeYeHHUA

PGKOMOHA)’QTCﬂ npoeepeHHe
MOHOCHOLWd)M‘lGCKOI‘O TecTa
(MMO3UTHBIM Npoduns) -
ecnm HdanAQOTCﬂ cBeyeHue
yuronnasmsi (tun Jo-1)

Puc. 6. Cxema nposepexuna ananusa AHA




OnepaunoHHble XapaKTepUcTuka
TECTOB

KommeHTapum Kk Tabnuue:

Hanuune donesxun

UlM— ncturHo nonoxutenbHbld, MO - UICTUHHO
[oTpuuartenbHbIv, JIO —noxHO-OTpULATENbHLIN,

IO - NOXHO-NONOXUTENbHBIN ECTb HET

narHocTuYeckuii MNONOXUTENbHbLIV Mn nn

TeCT OTPUUATESbHbLIN no No




OnepaunoHHble XapaKTepUcTuka
TECTOB

To4HOCTb = AL
UMN+NO+JTI+J10

AT
YyscTBUTEnbHoCThL (Y) I +10

nNO
CneuundcpunyHocTb (C) O

dakTop pucka = i
(1-C)

[MpeackazaHne NoNoXUTENbHOrO| 2L
pe3ynbrara = O+

[peackasaHue oTpuLaTenbHOro peaynbraral nO
= NO+JTTT




XapakrepucTuka nabopaTopHbIX TECTOB

CKPUHUHIOBbLIE JIABOPATOPHbIE
TECTbI

AOIKHbI OBJIAOATD BbISIOKOﬁ
OUWATHOCTUYECKOM
YYBCTBUTEJNIBHOCTbLIO

NOATBEPXOAKLWMUE JTIABOPATOPHBIE
TECTbI

AOIKHbI OBJIAOATD BbISIOKOﬁ
AWATHOCTUHECKOM
CNElUNO®UYHOCTbLIO



CraHpapTHble npodunu aytoaHTuTen ansa amarHoctuku CAP3

3aboneBaHie | I[Tpodiuts |
Aunmunykieapusiii  dakrop (AH®), an){HK,
aSm, aRo/SS-A, aLa/SS-B, aPHII, antnrena k
kapanommuny — aKJI, aClq

IgM/IgA PO, aHTHTeNa K |
HNTPY/UTIIHHpOBaHHBIM  Oenkam  — AL,
AMIIB, AKA, AII®, anmdiuiarpuHosble
| v anTiTena, anrurena k Ra 33, BiP (P-68) |
AHTH(OCOMIMIIHEIT CHHAPOM [gG/IgM  aKJI, IgG/IgM anmtnrena K
Bz-rmmxonporenny I — ap-I'TII, BorManovHbIl
’ AHTHKOATYJIAHT — BA) ‘
CCA | aScl-70, AHTHIEHTPOMEPHBIE aHTIITE 1A
(ALLA), AHTHHYKJICOISIPHbIE aHTITEeNA
(aTh/To, aPHK-nomvepase III, aPM-Scl, aUl
PHIT, antirena x ¢pudpiuapuny - aU3 PHIT )
IIM/JIM | AHTHITENIa K aMuHoammvicnarerasam TPHK -
Jo-1, PL-7, PL-12, EJ, OJ, KS; antnrena x
_ | SRP, Mi-2, PM-Scl, KJ) ‘
CiicteMHbIE BaCKYITHI | HAHIIA, nAHIIA, anTiTeNa K NpoTenHase 3 1
| MIIEIONEPOKCILIa3e |
AYTOIMMYHHBIE renaTiThl AH®, antuHTeNna K TIJAAKOIl MYyCKyJarype
(SMA), MuxkpocoMam mneveHir i novyex I tumna
LKMI, miromniasMaTirecKoMy aHTHIeHY
MeYeH LC-1, pacTBOpHMOMY AaHTHIECHY
neveHI/nopxenyaoytoil  xeaessl SLA/LP,
. | MuToXoHapiaM — AMA-M2 |
BocnamirenbHsle 3a00M€BaHIS  KIMICUHIK | IeG/IgA aHTHTeNA K Saccharomyces
(Bonesns Kpona, mecrierudiraeckinii sa3pennslii | Cerevisiae ASCA, nAHIIA, amumisinbe
| KOJIIT) | AHITA




CKpuHUHroBble (1), noareepxaarome (2) v
AOononHuUTenbHbIE (3) TeCTbl NPU gUarHOCTUKe
C3CT

AIFTOPUTM NNABOPATOPHOW OWATHOCTUKWU CAP3
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AWNATHO3

aSm

aU,RNP

aScl-70

aJo-1

AHLA-HU®

MPO-AHLIA

PR3-AHLIA

akn

aB,-m

IgM RF

Alun

CUCTEMHAA KPACHAA
BOJTYAHKA

CYHAPOM LLErPEHA

° b aHIHK
o>

» | > |assaissB

e b ariboRNP

CUCTEMHAA
CKNEPOOEPMUA

H H - AHA-HUD

>

CMELUAHHbLIE
3ABONEBAHUA
COEQVHUTENBHOW
TKAHU
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NMONIMMUO3UT!
AEPMATOMUOSUT

>

AHTU®OCOONUMUAHbLIA
CUHAOPOM

HH

H

PEBMATOMOHbIN
APTPUT

BACKYIIUTbIC
MPEMMYLLECTBEHHbIM
NMOPAXEHWMEM COCY0B
MENKOIro KANIMBPA

3ABOJNIEBAHUA
COEAVUHUTEIIbHOW
TKAHU




MHBUTPO

CuctemHble 3aboneBaHuA coeaMHUTENBHOW TKaHU OnNvcaHue

125

126

4069

OBbC64

4060

4061

4059

826
956
827

825
1267

AHTUHYKNeapHble aHTuTena, IgG,
ckpuHuHr, UPA ( AHTUsgepHble
aHtuTena, Antinuclear antibodies,
ANAs, EIA)

AxTtuTena knacca IgG K
asycnupanbHoi (HatusHow) JHK

MonuTopuHr aktusHocT CKB (aHTu-
ac-[HK, C3, C4 KoMNOHEHTbI
KOMMNeMeHTa)

PesmaTtonormyeckuin ckpuHuHr (ACIO,
CPB, P®, AHA (M®A), OAK, CO3)

CucrtemHas KpacHas BON4aHKa,
obcnegosanue (AH®, aHTuTENa K
HyKneocoMam, aHTUTena K
kapguonunudy IgG u IgM)

OuddepeHymanbHaa gMarHocTuka
CKB v gpyrux peBMatu4eckux
3abonesanuit (AH®, anTuTENa K
HyKreocomam)

CkpunuHr bonesxen coeauHUTENbHOM
TKaHu (AH®, SHA)

MNaHenb aHTUHYKNeapHbIX aHTUTEN Npu
CKnepoaepMun, MMMyHOONOT
AHTUTENa K HyKNneocomam

AHTUHYKIeapHble aHTUTena,
MMMyHOBNOT

AHTUTENA K 3KCTparnpyemMmomy
HykneapHomMmy aHTureHy (3HA)

AHTUHYKneapHbi aktop (AH®P)

450

550

1180

1630

3830

2090

2090

3890
1080
3090

1080
1110

MeaotecT

HaumeHoBaHue LleHa, Cpok Buomarej
uccnegoBaHus pyo BbINONHEHUSA
ANA aHTUHYKNeapHble aHTuTena, K
nonykonuyecteeHHo (cmeck 11 antuten IgG) 750.00 BTOPHUK po
(NDA) (cbiBOp
- 7 oHewn(no
AH® AHTUHYKNeapHbI hakTop Ha Ao Kpo
KNeTouHoi nuunu HEp-2(meToa HPU®) 750.00 HakonseHuio (cbiBOp
3-4naumeHToB)
MMMyHODNOT aHTUHYKNeapHblX IgG aHTuTen
npu AvarHocTuke 3abonesaHni ‘
coepuHuTensHon TkaHn (NRNP, SS-A, SS-B, 1850.00 1-20Hs Kpo
R0O-52, Scl-70, Jo-1, CENP B, PCNA, (ceiBOp
dsDNA, Hy

MMmyHOBNOT aHTUHYKNeapHbix IgG aHTuTen npu AnarHocTuke 3abonesaHunin CoeguHUTENE
TkaHu (NRNP, SS-A, SS-B, RO-52, Scl-70, Jo-1, CENP B, PCNA, dsDNA, Hykneocomam,
ructoHam, pubocomanbHomy Benky P, 1 AMA M-2)

nogpobHee. .. m
{

MMMyHODNOT aHTUHYKNeapHblX IgG aHTuTen

Npyu CUCTEMHO CKNepoaepMUn, CUCTEMHBLINA Kpo
cknepo3 (Scl70, CENP A, CENP B, RP11,  2200.00  1-2aHs (cbiBOp
RP155, doubpunnapud, NORSO, Th/To, PM

WNMmyHOBNOT aHTUHYKNeapHbix IgG aHTUTen npu CUCTEMHOM CKNEPOAEPMUM, CUCTEMHBIN C
(Scl70, CENP A, CENP B, RP11, RP155, gpubpunnapud, NOR90, Th/To, PM Scl100, PM
Ku, PDGFR, R0O52)



[ 1TnaHnpoBaHWe ceponorn4eckoro
obcnegoBaHus

3apavya obcnegoBaHua Ucnonb3yembin meToq

CKPUHWHI ayTOaHTUTEN NpU paHHel

e - { Henpsamas nmmyHodnioopecueHUms

[InchbhepeHunanbHas guarHocTuka NMMYHOBNOT 1 MyNbTUNSEKCHBLIN aHanua

NMMyHOEepMEHTHBLIN aHanuna, UMMyHOXUMUYECKNE

HUTOPWHT HOCTM Tepan
MOHUTOPUHI 3(h(PEKTUBHOCTM Tepannu MeTOzb!




 [1Nns CKPpUHMHIa UCnonb3yTCs TECTHI,
oTpuuaTenbHbIN pe3yrbTaT KOTOPbIX C
BonbLLION BEPOATHOCTbLIO NO3BOSIAET
NCKNIOYUTL 3aboneBaHune, T.e. TeCTbI C
BbICOKOWN YYBCTBUTENBbHOCTLI0. OObLIYHO
TakMMm napameTpamMmu obnagaroT MeTobl,
KOTOpbIE€ MO3BONAT OHOBPEMEHHO
BbISIBNATb aHTUTENa K aHTureHam ogHoro
cemencTBa. Tak Ha3Ha4yeHne AHO®
LenecoobpasHo Ha aTane CKPUHUHra
peBMaTUYECKUX 3aboneBaHnn, Tak Kak 00bI4HO
[N3CT conpoBoxagatoTtcs BbigBrneHnem AHA.

OTpuuartenbHbiv pe3ynbstaT BbidBneHnsa AH®
nenaet nardox CKR vun CC:I



Anropntm nabopaTtopHoro
CKPUHUHIa U NOATBEPXKOEHUS

anarHo3a CKB

1. OTan -CKPUHUHT

AHO + AHA (OHA)-CKpUHUHT (aHTUTENa K
PACTBOPUMbIM SOepPHbIE aHTUTEHaM - 6
OCHOBHbIX PUOOHYKITEONPOTENUHOBBIX
aHTureHoB AHA: SSA, SSB, Sm, U1-RNP, Scl-70 n
Jo-1)

2. OTan — noATBepXAeHNe anarHosa v
andpgepeHunanbHasa gnarHocTuka

MmmyHoOnot AHA — oueHka cneyndnyHbIX
aHTUTEN No OTAENbHOCTU



Aprpur, nogospureabusii va PA
(¢ wim Ges nossimenus COD u CPE)

Onpeaenenne PO

/

\

Buicoxuit rumrp PO

Huskuwit rwrp PO

Orpunareannni PO

Ounpepenenne anru-I1ITN

Bricokan seposraoctn PA

Bricokui pucx

ArPecCHBHOTO TEUCHUN < Pesyanrar Pesyanrar

vabosenanun HOJOKMTeaL UL OTPHUATEAL N
X /
Heot10kmn0e nasnatienne Y3H cycraros MPT cycrasos
sLICOKOPPexTHBRBIX
HAIMCHBIX NPENAPATOR MM
ux KoMGHnanus
Briasaenue nanmyca, Ypo3wil, BePHOHKAIMS CHIOBWTAR, Orcyrerene
TEHAOBAIMHMTA, PEBMATOMIHLIX YIEIKOR AMATHOCTHYECKH
IHATHMEIX
HIMenenui
Bricokas sepostrnocrs PA U
Huscan

A

4

Heoraomnoe
DasucHrIX 11

HAIHAYMEHNE
penaparon

BepoaTHoOCTh PA

L7

Jaaunenmee
nabmogenue

Pucynok. Anroputm auardoctuku PA Ha paHHKX craamsx




JTabopaTopHoe obcrnenoBaHmne npu
NoOgO03PEHNUN HA BACKYIUT

Backynur

\R\* CO3, CPB ————3 BUCOuMbIN apTEDMHT

(Goneams XOopToNa)
PeBMaTH4ecKan NoMMMKHANIM|

\\ \ Aoproaprepinr (Takascy)

AHUA, antu-BIMK ———— - Cueapom MNyanacyepa

\
fpany)?mamauui« s P 4 wAHUA/PR3 — I'panynemaros Berewepa
\ NAHUA/MPO ——>» MukpoCKONMYECKHA NONKaNHIMUT
Cuxgpon Yapra-llrpaycca
\ HAKTCX

UVK, Ig's, C3,C4 —» JleitkoyuToxnacTuyecruin
\\ sackymmT (Buoncus kowm)

\ JcceHUManLHan

‘ Wiy PO ———>
KpwornoBynise! » KDHOTMOGYNHHEMHS

Puc. 17. O6wuii anzopumm UcCnNoNbL306AHUS MECMOS NPU CUCME@MHbIX 8ACKYAUMax




