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Ilepeyensb coxpaleHuin
HHMII - HannoHanbHbIM HaYyYHBIM MEIUIIMHCKUAN LIEHTP
AMN3/A3 - ayrouMMyHHBIE 3a00JI€BaHUs
AP3 - ayrouMMyHHBIE pEBMAaTUYECKHE 3a00JICBaHUS
CJ1 — caxapHbIii quadeT
Treg - T-perynsiTopHble KIETKA
TCR - anTUTEeHpacCIIO3HAIONIUNA PELEeTITOP
NTreg — HatypayibHble T-peryasaTopHbIE KIETKU
v0-T-kieTkn -HeOombIas nomysus T- kiaeTok, T-KIeTouHbIi pernenTop
KOTOPBIX 00pa3oBaH Y M O CyOBbEAMHHUIIAMHU.
AIIK - aHTUT€HITPE3EHTUPYIOIIAs KIETKa
PA — peBMaTtonHbIN apTPUT
®HOao - pakTop HEKpO3a OMYXO0JIH O
I'UBII - reHHO-UHXEHEPHBIN OMOJIOTUYECKUM MpenapaT
MAT - MOHOKJIOHAJbHBIE AHTUTETA
CPb - C-peakTuBHBIN O€JIOK
SAA - CBIBOPOTOYHBIN aMIIOUIHBIN O€I0K A
pHNJLI6P-pacTBOopuMslii peuentop N6
BO®P - BackynosHA0TEIHANBHBIN (DakTOpa pocTa
MXB1 - MOHOIIUTapHBINA XeMOATTPAKTaHTHBIN OeoK 1
MMII - MaTpuUKCHBIE METAITIONPOTEUHA3BI
MHC II kJ1acca - MOJIEKYJIbI TJIABHOTO KOMIUIEKCA TUCTOCOBMECTUMOCTH 11
KJlacca
IIT'E2 - npoctarnanaun E2
P® - peBmaTouaHbIN QakTop
AIB - anTUTENA K HUTPYUNIMHUPOBAHHBIM OeJIKam
Th - T xennepsr
IIcA - ncopuaTUYECKHil apTpUT
CKB - cucteMHas KpacHasi BOJTYaHKa
T®P B - Tpanchopmupyronuii paktop pocta 3
TI3 — Tormnmm3zymad
P3 - peBmatnueckue 3a00aeBaHMS
JAK - Janus-accormupoBaHHBIC KHHA3BI
TLR — Tonn (Toll)-mogoGHbie penentopbl
NLR - Nod-mmomo6HbIe perenTopsl
NLRP3 — Nod-noio6usi# pertentop cemeiicta NLR, pacrnosnarommii
MaTTePHbI TATOTC€HOB WJIM MATTEPHBI, CBI3AHHBIE C TOBPEKICHUSIMH.
AIIB/ALIBB - anTuTeNa K HUTPYJUIMHUPOBAHHOMY O€IKY BUMEHTUHY
NPM - ummyHO(DEPMEHTHBIN METOT
I[P - nonmuMepasHas enHasi peakius
uPHK - nadopmanronnas puOOHyKJIEHHOBAS KHUCJIOTA
MPHK - maTpuuHas puOOHYKIIEHHOBAS KHCJIOTA
I'MKC® - rpaHynonuTapHO-MaKpodaraasbHOTO KOJOHUECTUMYIHPYIOMIETO
dakTopa
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HN®HY - uarepdepona y

YKL1 - iuTOCKEIETHBIN OEI0K

HPU® - Henpsimasi peakitus UMMYHO(ITIOOPECIIEHIIUH

NDA - ummyHODEPMEHTHBIN aHAIN3

HUb — uMMYHOOJIOTTHHT

PUA — paguonMMyHOaHAIN3

AC - aHKUJIO3UPYIOIIUNA CIIOHAUIUT

CAP3 — cucremMHblE ayTOUMMYHHBIE PEBMATHYECKHUE 3200JIEBAHUS

AHA (Antinuclear antibodies )- aHTHHYKJI€apHble aHTUTENa (AHTUSAICPHBIC
aHTHUTENA)

ADJI/ ADJIA - antudocPomunuaHbie aHTUTENA

AHIA (ANCA) - anTHHEUTpO(UIBHBIC IUTOITIA3MATHIECKIE aHTUTENA.
cANCA - muTomia3MaTH4eCKue aHTUHEHUTPO(UIIBbHBIE LUTOIIA3MATHUYECKHUE
aHTUTENA

PANCA  nepuHykjeapHble  aHTHHEUTPODUIIbHBIE  IIUTOILIA3MATHUYECKUE
aHTUTENA

CO?3 — ckopOCTh OCEaHUS SPUTPOLIUTOB

K®K - kpearurdochoxunasza

EULAR (European League Against Rheumatism) -
EBponelickasaHTHpeBMaTUYECKasIUra

ACR (American College of Rheumatology) - Awmepukanckas Koterus
PeBmaronorun

SLICC/ACR - wuHIekc TOBpEeXICHHS, pa3pabOTaHHBIA MeXIyHapO HOM
opranuzanuen cotpyaHundectsa KIMHUK CKB npu coperictBun AMEeprUKaHCKOU
KOJUIETUU PEBMATOJIOIOB

Antu-ac/IHK (antu-nDNA) - anTuTena k asyxcnupanbhoit (ac) JHK
AHTH-SM - — aHTUTENA K aHTUTeHY Sm (Smith)

AHTH-SSA/Ro - anturtena k antureny Ro/SSA

AnTn-SSB/La - antuTena k antureny La/SS-B

AKJI - anTHTENa K KapAUOJIUIIMHY

aPp2-I'll I - anturena x B2-raukonporenny |

BA - BOJTYaHOYHBINA AHTUKOATYJISTHT

CC/ - cucremHas CKliepoaepmus

Scl-70 (antu- Scl-70) - anTuTeNa k Tononzomepase |

AIIA - antunierpomepnsie antutena CENP-A, CENP-B, CENP-C
AnTu-PHK-nonumepasa III - anturena xk PHK-nomumepase 111

CII - cunnpowm lllerpena

C3CT - cMmemangoe 3a00JIeBaHUE COEIMHUTEILHON TKaHU

AnTu-IIP3 - anTuTena k nporenHase 3

AHTH-MIIO - aHTUTENA K MUETIONIEPOKCUA3E

AIIOIT (anti-CCP) - aHTHUTeNla K UUKIMYECKOMY IUTPYUTIMHUPOBAHHOMY
MNENTHTY

AHIIA-CB -aytoanturtena K KOMIIOHEHTaM ITUTOTUIa3Me HEUTpOohuiion

KT — npokaabLIMTOHUH



MAS - cunapoM aKTUBAIK MaKkpodaros

PTM — putykcumab

ABII — abaranenrt

JABCT - nuddy3ubie 001€3HU COCTUHUTETHLHON TKAaHU

AH® - anTuHYyKII€apHbIH (PaKTop

ANA-CKpHH —aHTHUHYKJICApHBIC aHTUTEJIA, CKPUHUHT

HLA - denoBeueckuii JeHKOIMTapHBIA aHTUTCH

Anti-RNP - anTtrTena k puOOHYKICONPOTEHHY

Jo-1 — autnrena k ructuawi- 1PHK-cunTeTase

BMK (Glomerular Basement Membrane IgA&IgM& 1gG antibody, anti-GBM) -
0azanpHass MeMOpaHa KiyOOYKOB MOYEK

AKKT - xeny104YHO-KUIIEYHBIN TPaKT

AMA (M2) - aHTUMUTOXOH/IpUAIbHbIE aHTUTENA (TOATHI 2)

ASMA - anTuTeNa K rIaaKkoil MycKyIaType

APCA - anTuTena K napueTaibHbIM KJIETKaM >KeTyJIKa

LKM1 - anTuTena Kk MUKpocoMaM TieueHu 1tumna

Sp100 — anTuTeNna k pactBopuMomy sjiepHomy oenky ( k Spl100-anTureny)
gp210 - anTUTENa K MTHTETPATLHOMY MEMOPaAaHHOMY TJIMKOTIPOTEUHY

LC-1 - anTuTeNa K IUTO30JIbHOMY aHTUTEHY MeueHu 1 Tuma

SLA - anTHTENa K PACTBOPUMOMY AHTUTE€HY MIEUCHU

F-akTuH - aHTHUTENa K IIaJIKUM MBIIINA, B TOM yucie K puopmmspHomy F-
aKTUHY

Ul-sn RNP - antutena k Ul pubonykiieonpoTenny

Aatu-GM1,GM2, GM3, GD1a, GD1b, GQ1b, GT1b kaacca IgG - anTuTena
K TAHTJINO3HIaM

AxXP (AchR) - anTurena k aneTUIXOJIUHOBBIM peLieNITOpamM

ICA - anTuTENa K OCTPOBKOBBIM KJIETKAM

JABCT - nuddy3Hpie 001€3HU COSTUHUTEIILHOW TKAaH!

oc/IHK (ss/IHK) - anturena k ogHocriupanbHoii (neHatypupobanHoii) JJTHK
PHK - puboHykJIenHOBas KUCJIOTA

JTHK(DNA) - ne30xkcupruO0OHyKIEHHOBAsS KHCIIOTA

Ar — aHTUTEH

AT —aHTUTETO

PCNA - anTuTENa K IAEPHOMY aHTUT€HY TPOJIUGEPUPYIOIINUX KIETOK
CREST-cuHapoM - CHMOTOMOKOMILJIEKC, BKJIFOUAOITUNA CUMITOMBI: KaJIbIIMHO3
tkanel (C), Cunapom Peiino (R), 330¢atut (E), ckunepomakruiusg (S),
teneanrnoskrazuu (T)

NUMA 1 - anTuTena K MUTOTUYECKOMY aIlnapaTy KJIETKU

UK — uupKyIupyrommue MMMYHHBIE KOMITJIEKCHI

C3, C4 — xoMIUIEMEHT

JAM — 1epMaToMuO3UT

®/1 - poTOUYBCTBUTEIBHBIN JEPMATUT

BUUY - Bupyc nMmyHOe(UIINTA YETOBEKA

AKA (Anti-keratin antibody) - anTuTenakKepaTUHy
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CB — cuctemHble BaCKYJIUTHI

IBX - nepBUYHBIN OUIHMAPHBINA XOJIAHTUT

MBI (PBC) - nepBuyHBIi OUIMapHBINA UPPO3

AWUI/AIH - ayTOUMMYyHHBIN T€NaTUT

HCX/PSC - nepBUYHBIN CKIEPO3UPYIOIINI XOJAHTUT

Reticulin Antibody IgA&IgG, ARA - antutena k petukyiuny IgA u IgG

RI - TUI aHTUPETUKYIMHOBBIX AaHTUTEI

Anti-Endomisial Antibody 1gA&IgG, EMA - aaTuTena K sHA0MU3HIO IgA U
19G

Anti-tissue transglutaminase 1gG, tTG IgG - aaturena kinacca IgG x TkaHeBOM
TPaHCIIIIOTAMUHA3E

Anti- tissue transglutaminase IgA, tTG IgA - antutena kiracca IgA k TkaHeBOM
TPaHCTIIIOTAMUHA3E

KII - ko3 puiimeHT no3uTUBHOCTH

Ig - uMMyHOTTIOOYTMH

IgA - ummyHOTIIOOYTUH A

1gG — ummyHornoOynun G

IgM — ummyHoTNI00YIMH M

Fecal Calprotectin - kaabnpoTekTuH (eKaIbHbIN

HIIBC - HecTepouIHbIE TPOTUBOBOCIAIUTEIbHBIE CPEACTBA
Alpha-1-Antitrypsin, Feces (A1AT) - anbda-1-aHTUTPHIICHH B KaJje
Autoantibodies against Exocrine Pancreas, Pancreatic Antibodies, PAB -
aHTHUTEJIA K AIUHAPHBIM KJIETKAM MOKETYA09HOM kenesbl, [gG u IgA cymmapno
(aHTHTENA K SK30KPUHHOM YaCTH MOJIKETYT0YHOM JKEJIe3bl)

GP2 - rmukonpoTenH 2-T0 TUMa

Antureaa Kk GP2 (Anti-GP2) - anTureHy IeHTpOAIMHAPHBIX KJICTOK
TTOJIKEITY IOYHOM KEJI€3bI

ASCA (antuTesna k Saccharomyces cervisiae) - anturena Kk caxapoMHIleTaM
Anti-Intestinal Goblet Cells Antibodies, GAB, IgA, 1gG, Total - anturena
kiaccoB IgA u IgG k 60KaOBUIHBIM KJIETKaM KHUIIEUYHHUKA, CYMMapHO

HHC — nenTpanbHas HEpBHAs cUCTEMaA

IMHC — nepudepudeckast HEpBHAs CUCTEMA

IIMB — nuroMerajaoBUpyc

GBS - cunapowm I'niiena —bappe

MES - cunnpom Musiepa-®uriiepa

MMN - mynbTH(pOKaTBEHAS MOTOPHASL HEWPOMATHS

CANOMAD - xpoHunyeckas aTakcu4eckasi Helpomnarus

AMAN - octpast MOTOpHasi aKCOHaJIbHAsE HEHPOMaTHs

AChR - aHTHTENA K alleTUIXOJIMHOBBIM PEICIITOPAM

TTI - TMupeOTPONHBIN TOPMOH

GAD - anTuTena k aexkapOOKcHiia3e rII0TaMUHOBON KUCIOTHI



Beenenue

AyroummyHHble ~ 3aboneBanus  (AM3) —  oOmee  Ha3BaHue
MMMYHOOIIOCPEIOBAHHBIX  3a00JieBaHMM, OOYCIOBJIEHHBIX Clenu(puuecKoit
MMMYHOBOCHIAJINTENIbHON PpPEAKIHUEN NPOTUB YYKEPOAHBIX aHTUTeHOB. AN3
OTHOCSITCSL K YHCIy CaMbIX TSDKENBIX XPOHUYECKUX HWMMYHOBOCHATUTEIbHBIX
OoJe3Hel YenoBeKa, MIUPOKO PACIPOCTPaHEHBI B MOMYJIAINN U MPEICTaBICHBI
o6onee 100 Ho30mOTMYecKMMH GdopMamu y 8% HaceleHUs 3E€MHOTO IIapa.
AyTouMMyHHBIE 3a0oiieBaHHs, OCOOCHHO TIpu TiepekpectHeIx  Overlap
CUHApPOMAax, 0OYCJIOBJIEHBI BBICOKOW YAaCTOTOM pacnpOCTpaHEHUs, TPYIHOCTHIO
paHHEW  JIUArHOCTUKHU, NPOTPECCHUPYIONIMM  TEUEHHMEM U 3a4acTyro
HEOJAroNpUsITHBIM JKU3HEHHBIM TpPOrHO30M [1]. 3HaUMTENnBHYIO OO B
cTpykType AWM3 COCTaBISAIOT ayTOMMMYHHBIE PEBMAaTHYECKHE 3a00JICBaHUS
(AP3): peBMaTOMIHBIN apTPUT, CUCTEMHAsI KpacHasi BOJIYaHKA, CEpOHETaTUBHBIC
apTpUTHI, CUCTEMHBIE BACKYJIUTHI, CUCTEMHBIA CKIJIEpO3, a TaKKE€ WU JpYyrue
CUCTEMHBIE 3a00JIEBaHUS COSAMHUTEIBHON TKAHH.

BaxxHocTh MNOHUMAHHUS byHIaMEHTAIBHBIX MEXaHU3MOB
uMMyHonatoreHeza AM3 HeoOXoaumbl [Jisi pa3pabOTKM  MHHOBAIIMOHHBIX
METO/IOB paHHEW JMarHOCTUKH, a TakKe COBEPIICHCTBOBATh Oa3uCcHOE
MAaTOT€HETUYECKOE JICUEHUE M MPOTHO3UPOBATh d(PPEKTUBHOCTD TEPANUHU ITUX
MAaTOJIOTUYECKUX COCTOSIHUM.

Cneuduunocte  auarHoctukun  AP3 CBSI3aHbI C  pa3BUTUEM
MMMYHOJIOTHYECKMX M MOJIEKYJISIPHO-OMOJIOTMYECKUX METOJIOB HCCIEIOBaHUS,
BKJIIOYAIOIINE AyTOAHTUTENA, OCTpo(da3oBble OENKH BOCHATIEHUS, LUTOKUHBI,
XEMOKHHBI, MapKepbl aKTHUBALMM COCYAUCTOTO DJHAOTENHSI, KOMIIOHEHTHI
CHUCTEMbI KOMIUIEMEHTA, CyOnonysiuu aumM@ouuToB u Ap. B HacTosiiee BpemMs
BO BCEM MHUpPE JEJaeTcsi AakKIEHT Ha BO3MOXHOCTM paHHEW JUarHOCTUKU
ayTOMMMYHHBIX 3a00JI€BaHUM.

Henaer ycnex HayyHou meauiuubl XXI B. - pa3paboTka ¥ BHEApPEHUE B
MPAKTUKy HWHHOBALIMOHHBIX MOJEKYISPHO-KIETOUHBIX TEXHOJIOTUH, KOTOpas
MOBBIMIAET  JUATHOCTUYECKYIO  YYBCTBUTEIBHOCTh M CHEHU(PUYHOCTD
71a00paTOPHBIX TECTOB, SIBISETCA MPEANOCBUTIKON NIl pa3pabOTKU KOMILIEKCa
UMMYHOJIOTHYECKIUX M MOJIEKYISIPHO-OMOJIOTHUYECKUX METOJ0B JUATHOCTUKH
ayTOUMMYHHBIX 3a00JIeBaHUM.

1. IIpo6;1eMbl HMMYHONIATOJIOTMH AYTOMMYHHBIX 3a00/1eBaHU I

1. 1 Knaccupukanus ayTOUMMYHHBIX 3200/1eBaHUM
s xknaccuukanuy ayTOUMMYHHBIX TPOIIECCOB HCHOIb3YIOTCS MEIUKO-
ouonornyeckue kpurepuu (Tadi.l).

Tadmmuma Nel. Meanko-0HoI0rHYecKHe KPUTEPUM ayTOMMMYHHBIX
3a0oseBanuii Rose-Bona



[Ipsambie AHTHUTEN0- ONOCPEIOBAHHBIC
CBHJIETEIILCTBA AyToaHTHTEIa B KPOBH, BIUSAIOIIUE HA
(GbyHKIIUK opraHa
AytoaHTuTena, GUKCUPOBAHHbBIC B TKAHU
NMMyHHBINM KOMIUIEKC, TOKAJIU30BAHHBIN B
TKaHU
Bocnpoussenenue 3a001eBaHus Ipu
NaCCUBHOM IiepeHoce g
KieTouHo- onocpeioBaHHbIE
[Tepenoc T-kmerok B SCID mbims ¢
TKaHEBbIM UMILIAHTATOM
[{UTOTOKCUYHOCTH ayTOAarpeCcCUBHBIX T-
KJICTOK INVItro

HGHpHMBIG SKCHGDI/IMGHTEUIBHEUI NMMVHU3aAIINA
CBHUICTCIIBCTBA I/IMMYHI/I?)aI_[H}I AHTH TN OTHUIINYCCKHUM
AHTHUTCJIIOM

CnonranHoe 3a00JieBaHNE Y ) KUBOTHBIX
SKCHepI/IMGHTaﬂLHaH AU3PCTYJLIOUA
HMMYHHOfI CHUCTCMBI Y JKUBOTHBIX

JIOTIOJIHUTENBHBIE AyToaHTHTEIA B KPOBU
CBHJIETEIIHCTBA Acconmanus ¢ IpyruMu ayTOUMMYHHBIMHA
3a00JIeBaHUSAMHU

Accormarusa ¢ HLA-remotunom
JIumdornutapHas HHGUIBTpALIUS OpTaHa
OTBeT Ha UMMYHOCYIIPECCUBHYIO T€PAIUIO

Cormacho  knaccudukamuss ~ AWM3  moapasnmenstor  Ha  Opras-
HecrienMduueckue W - opraH-crienMduueckue ayTUMYHHbIE 3a00JeBaHUs
(tabn.2). Jns oprad-cnenuduueckux AWN3 CBOWCTBEHHO TOpaKEHUE
KOHKPETHOTO opraHa u TkaHu. [Ipu opraH-Hecrenuduaeckux 3a00JIeBaHUAX
MOTYT MOPaXaThCs HECKOJBKO CHCTEM W OPTaHOB, KaK MPU PEBMATHYCCKUX
3a00JIeBaHUSX.

Tabamna Ne2. Kuaccuduxanusi ayTOMMMYHHBIX 3a00J1eBaHUIM

Opran-cnienuduyueckue PaccesnubIl cknepo3

300 XamumoTo

[lepBuunas mukceaema
Tupeorokcuko3s (0ose3Hs ['peiiBca)
[lepaunmo3Has aneMust
[TepBuuHBIN OUTHAPHBIN TTUPPO3
AyTOUMMYHHBIN IeMaTUT
Caxapupiit quader 1 Tuna

bosnesup Kpona
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1.2 UMMYHOJIOTHYeCKHE OCHOBBI ATOTe¢HEe3a AYyTOMMMYHHBIX

3a00J1eBaHUIA.

B marorene3e WMMYyHOBOCHAJIMTEIBHBIX PEBMATUYECKUX 3a00JI€BaHUMN
BAOKHEHIIEE 3HAYCHUE HWMEIOT T'E€HETUYECKH JETEPMUHUPOBAHHBIE U
npruoOpeTeHHbIe Ne()EKThl UIMMYHHOM CUCTEMBI.

NmMmmyHHast cuctemMa B HOPME HE paclio3HaeT M HE pearupyer Ha
COOCTBEHHBIC aHTUTEHBI, YTO XapaKTEPU3yETCs HATMYHEM HUMMYHOJIOTHYECKON
TOJIEPAHTHOCTH K COOCTBEHHBIM aHTUTEeHaM
WIH aymomonepanm1ocmu. AymoumMmyHHbiM Ha3bIBAETCS UMMYHHBIN OTBET Ha
AHTUTEHBl COOCTBEHHBIX KJIETOK U TKaHEH, KOTOPBIM U MPUBOJIUT K Pa3BUTHUIO
aymoumMmynnvix 3aoonesaruti (A3).

Pezynamopnvie T-knemku. B pa3zBUTUM HEOTBEYAEMOCTH HAa COOCTBEHHBIC
aHTUTEHbI Ha niepudepun ydacTBytoT T-perynstopusie kieTku (Treg). B Tumyce,
B pe3yJbTaTe ILEHTPAIbHOM CENEeKIMU, JTUM(OIUTHI, aHTUTCHPACTIO3HAIOIIHIA
peuenitop (TCR) o00mamaroT BBICOKHUM CPOJICTBOM K ayTOAHTHICHAM,
MOABEPKEHBI  afoINTO3y WIM TMPEBPAIAlOTCS B  PETYJSTOPHBIE  KJIETKH.
Peaynamopnas MOoIepanmHOCb, TOJIEPAHTHOCT, 00yCIOBIEHHAS
PETYJISTOPHBIMU  KJIETKaMH, d CaMu KIemKu - eCmeCmeeHHbIMU  UlU
HamypanvHuiMu (nTreg). IMeroTcst 1Ba TUINA PEryJIATOPHBIX KJIETOK, U OOIIUM
JJIs1 000MX BUJIOB PETYIISITOPHBIX KJIETOK siBisieTcs skcnpeccuss CD4 u CD25 na
UX TOBEPXHOCTH, TPAHCKPUINUUOHHBIN ¢akrop FoxP3. Pacno3naBanue
ayTOAHTUTEHOB Ha nepudeprur 0COOBIMU AHTUTCHIPE3CHTUPYIOIUMU KJICTKaMU
(AIIK) nnum coMaTM4eCcKUMH KJIETKaMH (KOTOPbIE B ONPEIEIECHHBIX CUTYaLHIX
TaKke MOTYT AKcpeccupoBaTh anTurensl B komruiekce ¢ MHC II knacca) nTreg
npoayupyoT TGF-f u MJI-10. DT UMUTOKWHBI TMOJABISIOT AKTUBAIUIO U
nudGepeHIUpPOBKY ayTOPEaKTUBHBIX T-TUMGPOIUTOB B d(PPEKTOPHBIC KICTKH,
pacro3HaHusi UMH ayTOAHTUT€HA.

HcTOYHMK ayTOAHTHTEN - ayTOpPEaKTHUBHBIC KJIOHBI B-mum(oruToB, eciu
KOHIIGHTpAIlUsi MX  HEBEJHKa. B-xnmerku He Moryt  3dQeKTUBHO
npoJiudepupoBaTh U MPOAYIUPOBATH AHTUTENA MPU HEJOCTaTKe momMoiu T-
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mumporutoB. [loaTtomy y m000Oro 370pOBOTO 4YeEIOBEKAa MOXKHO BBISBHUTH
ayTOaHTHUTENA K CIIEKTPY ayTOAHTUT€HOB, HO B HEOOJIBIIINX, TUATHOCTUYECKU HE
3HAYUMBIX KOJIMYECTBAX.

Cunre3 ayrtoaHTutTed, C JAedekramMu B-KJIETOYHOW TOJEpaHTHOCTH,
MOJJICP)KUBAIOIIMX BOCIAJIEHUE U JECTPYKUUIO TKAaHEW opraHu3Ma 4YelioBeka,
CIIOCOOCTBYIOT HApYIICHHUIO T-KJI€TOYHOIO UMMYHHOTO OTBETa, KOTOpasi UTPAET
3HAUYEHHE B MATOTE€HE3€ UMMYHOBOCTIAIMTEIbHBIX PEBMATUYECKUX 3a00JI€BaHUM.
N3ydeHo, 4YTO TMJIa3MaTUYECKUMHU KIETKAMH CUHOBUAIIBHOW TKAaHU OJTHOTO
KOJICHHOTO cycTaBa 001pHBIX PA mpoayupyercst CTOIbKO MMMYHOTJI00YITHHOB,
CKOJIbKO BCel JTMM(OUIHON TKAHBIO 3I0POBOTO.

Oco00 BaxkHas poOJb B TNATOreHe3e AayTOMMMYHHBIX 3a00JieBaHUMN
MPUHAICKUT MTPOBOCTIAIUTETLHBIM ITMTOKMHAM — (DaKTOPY HEKPO3a OMyXOJIH 0,
(®HOw) u untepneiikuny 6 (1J16), a Taxoxe MJI12, MJI123, UJI17 u ap., KoTopsie
MPUHUMAIOT Y4YacTHE B Pa3BUTHH XPOHHUYECKOTO BOCHAJCHUS, IMPUBOIAT K
JICCTPYKIIMU CYCTaBOB U IPYTMX OPraHoB, U cucteMm (puc.l).

1118 LEN-y " T cells 11.-17 Destruction

- | IL-15
Hlrke * 1L-1 TNF-0 .
Monocytes + Mesenchymal Cells
1L-10 v II.‘I'R(I S-Rcccplor.\ ’

Antibodies
Repair
IL-4 T cells IGF-B
Protective cells

Puc.l Bxnao ®HO u uumepnetikuna HJI-1 6 cucmemmuvle nposeieHus
XPOHUYECKO20 80CNANICHUS.

I'eneTtnyeckne (¢Qaxkropsl pucka B  pa3sBuTHe 0O0JBIIMHCTBA
ayroummyHHbIX P3 He npesbimator 12—-67%.

['enernyeckune noaumMop@usmMel P3 BKIt0UaloT:

- monoreHHsie myTtaruu (AIRE, TNFRSF6, FOXP3, CD25),

- TEeHbl  MPEApPACHONONKEHHOCTH K  pa3BUTHIO  3a00JieBaHUS,
accouunpoBannbie ¢ amwtensimu HLA kmaccos 1, II, III (CKB acconuupyercs ¢
HLA-II: DR3, DR2, DR8, HLA-III: TNF, C2, C4, C4B; PA — ¢ HLA-II: DR4,
HLA-II: TNF;
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- akwnosupytonmii  cnongmwmt (AC) — ¢ HLA-I: B27) u reHsl, He
cBs3aHHble C JokycamMu HLA, BbIsBIsieMble C MOMOUIBIO TOJHOT€HOMHBIX
accormatuBHbeIX wuccienoBanuii GWAS (PTPN22, IRF5-TNPO3, STAT4,
CTLA4, PADI14 u np.) [20].

B ocHoBe marorenesa P3 nexuT Bo3aeiicTBUE MHOXeCTBa (aKTOPOB, C
noTeped MMMYHOJIOTMYECKOM TOJIEPAHTHOCTH B OTHOILIEHUU COOCTBEHHBIX
AHTUTEHOB U Pa3BUTHU ayTOMMMYHHUTETa C HapylIeHHEeM OallaHCca KJIETOYHBIX
nonymsiuuid (T reg u Trl) u sapdexropusimu T-xenmepusimu kietkamu (Thl,
Th2, Thl7, Tth), crTumynupylone axkTHUBAIMIO B-KiIeTOK, co3peBaHue
I1a3MaTHYECKUX KIIETOK, MPOAYKLMIO ayToaHTutes, [uTtokuHoB: ®HO«w, NJII,
WJ12, N4, Jie, 1JI110, 112, WI15, W17, WI18, NJI21, NJ123, UdHYy, B-
KJIETOYHOTO  aKTHUBAIMOHHOTO  daktopa/BimuMdonurapaoro crumynsropa
(BAFF/BLYS), APRIL, CD40L - wu oOpa3oBaHHEe ITMTOTOKCHYECKHX T-
JTUMQOIUTOB.

Hna narorenerndeckot Tepanuu CKB, PA, CCJI u npyrux CAP3,
KOPPEKIUU ayTOUMMYHHBIX HApPYIIEHUH U BOCCTAHOBIICHUSI HUMMYHOJIOTHYECKOM
TOJICPAHTHOCTH, MPUMEHSIIOTCS ayTOJOTUYHBIE TE€MOIOATHUYECKHE CTBOJIOBBHIE
KJIETKH, ME3€HXHUMAaJbHbIE CTPOMAJIbHBIE KIIETKH, ayTOJOTUYHBIE TOJEPOHHBIE
JNEHAPUTHBIE KIETKU, T- W B-peryisTopHble KIETKH, T€HHO-UHXKEHEpHAas
Ounosoruyeckas Tepamnus, NernTUIHbIC AHTUTEHBI.

OdeHb YacTO ayTOMMMYHHBIM 3a00JICBaHHSM MOTYT MPEIINICCTBOBATh
ocTppic  WHpEKnuH. BeigensemMble B OTBET HAa  WHPHUIMPOBAHHE
MPOBOCTIAIMTENBHBIC IIUTOKUHBI, CIOCOOCTBYIOT BBIXOAY HE3PENBIX KIETOK HE
TOJIKO U3 KOCTHOTO MO3Ta, HO U U3 TUMYCa. 3/1eCh U TIOBHIIIAETCS BEPOSTHOCTh
BBIXOJIa B MUPKYJANIO T-TUMQOIHUTOB, HE MPOIICANINX CEICKIHI0, OObIIas
BEPOSTHOCTh AyTOPEAKTUBHBIX 3a00yieBaHUl (puc.2).

IL-18 IFNy' Teells 1L-17 Destruction

- IL-15
ek IL-1 TNF-o .
Monocytes + Mesenchymal Cells
IL-10 v IL-1-Ra s-Receptors .

Antibodies
Repair
11.-4 T cells IGF-B

Protective cells

Puc.2  Bzaumooeiicmeue  medcoy — pecyismopHuIMU — YUMOKUHAMU,
paspyulenuem Mampurkca u oegpekmamu penapayuu
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[IpoBocnanurenbHble  OUTOKMHBL, B- wm  T-kietkn  ABASIOTCA
MEPCIIEKTUBHBIMY TE€PANIEBTUYECKUMHU MUILICHSIMHU ISl JICYEHUSI Ay TOUMMYHHBIX
peBMaThuecKuXx 3a0oneBanui [2], KIIMHUYECKUE U UMMYHOJIOTHYECKUE 3P HEKThI
TreHHO-UHXEHEPHBIX Ononornyeckux npenaparoB (I'MBII) mo3BosistOT NOIYy4YUTh
HOBBIE JJAaHHBIE O MATOT€HE3€ PEBMATUYECKUX U APYTUX UMMYHOBOCTATUTEIBHBIX
3a00JIeBaHUH YelOBeKa.

Ha coBpemeHHoM »dTame [JIsi JIeYEHHUS PaCIPOCTPAHEHHBIX (opm
HenH(DEKITMOHHBIX 3aboneBannii B Hawyaine XXI B. paspaborano Oomee 10
MHHOBAllMOHHBIX T'€HHO-UH)XEHEPHbIX Ouosornueckux npemnapatoB (I'MBII) —
MOHOKJIOHaNbHBIX aHTUTEN (MAT) 1 peKOMOMHAHTHBIX O€IKOB, UHTMOUPYIOIIUX
aKTUBHOCTh Ba)KHEHIIIMX MPOBOCMATUTENbHBIX UTOKMHOB — ®HOW [2], NJI-6
[3], WJI-1 [4], WI-17 [5], WJI-12/23 [6], a Takke MaTOJIOTHIECKYIO aKTHBAIIHIO
T-numdouuros [2] u B-nmumdountor [7,8,9], MHOrME M3 KOTOPBIX YCIEIIHO
MPUMEHSIIOTCS B KIIMHUYECKOM MTPaKTHKE BO BCEM MHUpE, B TOM uucie B Poccun u
Ka3zaxcrane.

OauH wu3 Hauboliee XapaKTePHBIX CHUCTEMHBIX MPOBOCHAIUTEIbHBIX
adpdexkrop MJI-6 — cTumynsius ocTtpoda3oBOro BOCHAIUTEIBHOTO OTBETA,
KOTOPBIN CBSI3aH C yBEeIUYEHUEM dKcnpeccnu reHa MJI-6 B meueHu v mposiBIsieTCs
B MOBBINICHUN KOHIIEHTpAIuu 0eKOB ocTpoi ¢a3bl Bocnianienus (C-peakTUBHBIN
oenok — CPB, ¢pubpuHOTeH, CBIBOPOTOYHBIN aMUIOUAHBIH Oeok A — SAA).

[lon npevictBuem WJI-6 yBenuuyuBaeTCs CHHTE3 B INI€YEHU JPYrOro
ocTpodazoBoro Oenka — TelncHUlIMHA, MPU CBI3bIBAHUU KOTOPOTO MPOUCXOIHT
WHTMOMpPOBaHUE BBICBOOOXKIEHHUS JKelie3a MakpodaramMu U yMEHBIICHHE
abcopOLMK Keye3a B JABEHAALATUIEPCTHOM KHIIKE, YTO BEAET K PA3BUTHUIO
aHEeMUH XPOHUUECKOTO 3a00seBanus y naueHToB ¢ PA [10]. UJI-6 ctumynupyer
BbIPa0OTKY JIENTHHA — FOPMOHA AHOPEKCHUM, XAPAKTEPHOM IJIsl XPOHUYECKUX
BOCITAJIUTENIbHBIX 3a0oneBanuii. IlposBinenus cucremuoro aewicteus NJI-6 —
JUXOpaJiKa U YTPEHHSISI CKOBAHHOCTb, CBSI3aHHBI C CYTOYHBIM PUTMOM CEKpPEIUU
JAHHOT'O IUTOKMHA, MAKCUMYM KOTOPOM NPUXOJUTCA HA paHHUE YTPEHHHE YaChI.
Kak yxKe YCTaHOBJICHO, pa3BUTHE apTpuTta XapaKkTepu3yeTcs
HEOBACKYJISIpU3alMel CHHOBHUAJIIBHOM TKAHU C MOCIEAYIOUIEH JEUKOUUTAPHOU
uHQUIbTpalMell W TUIepIUia3ueld CUHOBHOIMTOB, YTO, B KOHEYHOM HTOTE,
MPUBOJUT K OOPA30BaHUIO MMAHHYCA.

NJI6 B npucyrctBuM pactBopumoro penentopa WII-6 (pHAJI6P)
CTUMYJIMPYET BBIPAOOTKY BaCKYJIOAHIOTEIHaIbHOTO (aktopa pocta (BODP)
CUHOBHAIBbHBIMM ~ (QuOpoOsactaMu  OonbHbIX PA, akTUBUpyeT CHUHTE3
AHIOTEINATBHBIMU KJIETKAMU, MOHOHYKJICAPHBIMU KJIETKAaMH U CHHOBUAJIbHBIMU
¢ubpobiacramu Takux xeMokuHOB, kak MXbl u WJI-8, ycunuBaer u
CIIOCOOCTBYET MMHIpallMd BOCHAIMTENIbHBIX KJIETOK B IOJOCTh CycTaBa. B
koMmOuHaruu ¢ WJI-1 crumynupyer BbIpaOOTKY CHHOBHUAIBLHBIMHU KIIETKAMHU
MaTpUKCHBbIX MeTaiionporenHas (MMII) 1, 3, 13, yyacTByromKX B J€CTPYKIIHH
xpsuieBod Tkanu npu PA [11], ycuiieHMe OCTeOKJIacToreHe3a W KOCTHOM
pe30pOIH, UMEIOIIMX LIEHTPATbHOE 3HaYeHHE B POTPECCUPOBAHUU SPO3UBHOTO
nopakxeHusi cyctaBoB npu PA, co3peBaHue 0CTEOKIaCTOB U3 T€MATOMO3THYECKUX
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CTBOJIOBBIX KJIETOK T'PaHYJOIUTAPHO-MAKpOharaibHOTO psifa, aKTUBUPYET
cunte3 npocrariaanaunaa E2 (IIFE2) npu B3aumopeiicteuu ¢ pAJI-6P.

[urokun WMJI-6 B maroreHese PA oka3plBaeT BIMSHHE Ha aJalTHBHBIN
UMMYHHBIA oTBeT. WJI-6 mpuBoauT k nponudepannn u nuddepeHurpoke B-
JUM(OIUTOB B 3peNible MIa3MaTUYECKHUE KIIETKH, CEKPETUPYIOIINE ayTOAHTUTENa
(peBmaTouHbI daktop — PO, anTHTENna K HUTPYJUIMHUPOBAHHBIM O€lKaM —
AlIb) u uMmmyHOrnoOynuHel, aktuBupyeT mupoaykuuio HWJI-21 B CD4+Th-
TuMpOITUTaX.

Th17-xneTku y4aBCTBYIOT B MMMYHOIIATOTCHE3€ HMMYHOBOCIIATHTEIBHBIX
3aboneBanuii, Bkmodas PA, mcopma3s, I[IcA, BocmamuTenpHBIE 3a00JICBAHMS
kuiednrka, CKB, 6one3ns llerpena u np. B dopmuposanru Thl7 npuaumarot
ynensl  cemericta  MJI12-mutokmnos — MII-12 u  WJI-23, TOP.
Juddepenunponka HauBHbIX CD4+Th-knerok B Thl7-muM@pouuts NpoucxoauT
take 1on BiausHueM WJI-1 m WJI-6 coBmecTHO ¢ TpaHCHOPMHUPYIOIIMM
daktopom pocta B (TDP-B), compoBokaaeTCsi CHHTE30M IUTOKUHOB, B IMEPBYIO
ouepensy WJI-17, WII-12, WJI-22, nonpapisitomux BiIMsSHUE T-peryasTOPHBIX
KJIETOK. YCTaHOBIJIEHO, YTO MpejcTaButTenb cyrnepcemerictea @HOo-TWEAK
nerctByeT cunepruano ¢ MJI-23 u MJI-21 B unnykuuu guddepeniuponku Thl7-
KJIeTOK U cuHTe3a UJI-17A.

Bo MHOrmx Hay4yHbIX WUCCIENOBaHUSIX TokazaHa poabp WMII-17A B
uMMyHonatoreHeze PA W Jpyrux BOCHAIUTENbHBIX 3a00JIEBAHHMI CYCTAaBOB.
N3BectHo, uto MJII7A Takxke ydacTByeT B CEKpPELMH ITPOBOCHAIUTEIBHBIX
IIMTOKMHOB 1 XeMoknHoB, MMIII, 2, 9, 13.

Cunres Thl7 WI-17A  ocymecTBiasieTCs HUMMYHOKOMIIETEHTHBIMU
KJIETKAMHU, BKJIIOYasi TYYHbIE KJIETKH, HEUTPOPUIIbI, JEHIPUTHBIE KIETKH, YO-T-
KJIETKH, Makpodarv, €CTECTBEHHbIC KWJUICPHBIC KJICTKH. A MUIIECHAMH IS
NIII7A  sBuaroTca  KiIeTkd, dkcnpeccupyromee  WII-17P,  Bxirouas
KEpPaTUHOIUTHI, CHHOBUOIUTHI, (PUOPOOIACTBHI, AMUTEIUATBHBIE KICTKH.

PacmndpoBka KIIFOUEBBIX MATOTEHETHYECKUX MeXaHU3MOB P3 mosBomuia
UJCHTUDUIIMPOBATH MOJICKYJIIPHBIE M KJIETOYHbIE OMOMAapKephl, KOTOPHIE MOTYT
OBITH UCIIOIH30BAHbI B KAUECTBE TEPANECBTHUECKUX «MUIlIeHeW». BiusiHus NJI1-6
B MaTOT€HE3€ PEBMATHYECKUX 3a00JIEBAHUM OMPENEINII0 BaXKHOCTh WHTHOUIINH
NJI6 ¢ wucnonb3oBaHueM rymanu3upoBaHHbix MAT k peuentopam MJI6 —
tornzymada (T3, Akrempa; «®. Xodbdman-ns Pour JItny), B neuenun PA u
JPYTUX HWMMYHOBOCHIMTENBHBIX PEBMAaTHYECKUX 3a00JIeBaHUM, W CTaJo
BOKHBIM JIOCTHXKEHUEM (papMakoTeparui BOCTAIMTENIBHBIX 3a00J€BaHUM, yeM
co3nanue uaruouropo @HOa.

HuszkomomnekyspHble XUMUYECKHM CHUHTE3UpPOBAHHBIEC BEIIECTBA - HOBBIM
KJIaCC JICKApCTBEHHBIX CPEACTB, MpeacTaBistomux cobor (small molecules —
Malible MOJIEKYJbl), TO3BOJWIM TOJYYUTh HOBBIE JaHHBIE O TATOreHE3e
PEBMATUYECKUX M JPYTUX WMMYHOBOCTAIUTEIBHBIX 3a00JICBAHHM YEJIOBEKa.
BaxxHyto poib B perysiiii aKTUBHOCTU [TUTOKWUHOB UTPAIOT TUPO3UHKUHA3ZHI, B
nepByro ouepeas Janus-accounnpoBanubie kuHazbl (JAK) [12].
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[laTorene3 ayTOMMYHHBIX 3a00J€BaHWN HE YKIAILIBACTCS B PaMKH
KJIACCUYECKUX MPEACTABICHUNA O MEXaHW3Max pa3BUTHS OTOM MATOJOTHH,
KOTOPYI0O B TEpPBYIO OYEpe/lb CBS3BIBAIOT C AaKTUBAIMEH MPUOOPETEHHOIO
MMMYHHTETA U TUIEPIPOIYKIIMEN aTOreHHbIX ayroanturedn [13]. B cBoe Bpems
Nnps  MeEUYHHKOB -  OCHOBOIIOJIO)KHHK  KOHUEIHLHS  ayTOBOCIAJICHHUS,
POJIEMOHCTPUPOBAJ POJb Makpo(haroB B pa3BUTHH BOCHAICHUSI B OTCYTCTBUU
CBIBOPOTOYHBIX (PAKTOPOB (ayTOAHTUTEIN) — (harolUTapHas TEOPUsi UIMMYHUTETA.
OcHoBHYIO poJib B 3TOM Tiporiecce urpatot Toll- u NOD-niogo6HbIe perenTopsl,
Pacro3HAIOIINE ONPENCIICHHBIC MOCJIEIOBATEILHOCTH (maTTepHsbI)
MHUKpPOOPTaHU3MOB, KOMITOHEHTOB SIAPa, BEHICBOOOKTAFOIITMXCS U3 TIOJIBEPTHYTHIX
anonTo3y (WM HEKPO3Y) KIETOK, KPUCTAIIIIBI MOUYEBOUM KUCIIOTHI, XOJIECTEPHUHA U
np. IIpencraBurens cemeiictBa NOD-mogo0ubx Monekyn NLRP3 (Nucleotide-
binding oligomerization domain, leucine-rich repeat and pyrin domain containing
3) perynupyeT axkTUBalMIO Kacmazbl 1 — QepMeHTa, KOHBEPTUPYIOIIETO
HEaKTUBHBIC TIpoBOcCIanuTeNbHble uHTepaehkunbl (MJI), Takue kax npo-NJI-1,
npo-UJI 18 u mpo-WNJI-33, B axtuBHbie ¢opmbl. ['mnepnpoxykius WJI-1,
cBsa3aHHas ¢ aktuBauweil NLRP3, sBigercs BeayluM MEXaHU3MOM,
OOBEAUHSIONIMM ayTOMMMYHHBIE W ayTOBOCHAIUTENbHBIE 3a0oneBanus [14].
Jlucbaanc BpOKJIEHHOTO UMMYHHUTETA CIIOCOOCTBYET YCUJICHUIO BOCTIAJICHUS U
JNECTPYKIIMM  TKaHed  opraHuM3Ma, AaKTHUBAallUM  MOHOIIMTOB/Makpogaros,
JIEHJIPUTHBIX KJIETOK, HEUTPO(DUIIOB, €CTECTBEHHBIX KJIETOK-KUJUIEPOB, TYUHBIX
Kiertok, runepnponykuums WI-1, WJI-18, WII-33, W®DH-0/f, npyrux
MPOBOCHATUTEIbHBIX  IIUTOKMHOB U  JIOKAJIBHBIX TKaHEBBIX  (PaKTOpOB
(pepmMeHTOB, KOCTUMYIHPYIOLIUX MOJIEKYI.

Takum o0pa3oM, OT paHHEW JUArHOCTUKU, TPOBEIACHUE MAaTOr€HETUYECKOM
Tepanuu B 1e0rTe O0oJie3HEHl 3aBUCUT NPOTHO3 M MCXOJA ayTOMMMYHHBIX
pEeBMaTHYCCKHUX 3a00JIeBaHUM.

2. CoBpeMeHHbIE MOAXO0/IbI K JIA00OPATOPHOH THATHOCTHKE
ayTOMMMYHHBIX 3200/1eBaAaHU I
Pemenne KIMHUYECKUX 3ajlady  COMpsKEHO C JIud@epeHInpoBaHHBIM
UCIIOJIb30BaHUEM JlTabopaTopHbIX Bepudukanmuu A3 (Tadi.3).

Tabauua 3. CoBpemMeHHbIE J1a00paTOPHBbIE METOIbI IMATHOCTUKH AU3

3agaya 00cieq0BaHUSA Hcnonb3yembiii METO
UMMYHOXHUMHSI

CKpUHUHT ayTOAHTUTEN IPU paHHEN HPUOD

JTMAarHOCTUKE

Jubdepennmanpuas TuarHocTuka NMMyHOOTTOT

MonuTtopuHr 3¢ HEKTUBHOCTH NDA, uMmmyHOXUMUS

Tepanuu

Pa3paboTka m BHeApeHHWE B KIMHUYECKYIO MPAKTHKy HWHHOBAITMOHHBIX

MOJICKYJIIPHO-KICTOYHBIX TEXHOJIOTUH 3HAYUTEITLHO TTOBBICHITH
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JTUArHOCTUYECKYIO YYBCTBUTEIBHOCTh U CICTIM(UIHOCTh HOBBIX JJAOOPATOPHBIX
OouomapkepoB B peBmaTosioruu [15].

2.1. AyroaHTHTeJa - KPUTEPHUH JAMATHOCTUKH AYTOMMMYHHBIX
peBMAaTHYeCKHX 32001€BAHUM

buomapkepsl peBmaTrueckux 3adboneBanuii (P3) onpeaenstor B pa3nuyHbIX
OMOJIOTMYECKUX CyOCTpaTax:

- B KpOBH,
- CUHOBHAJIBLHOMU KUIKOCTH,
- Moue,
- OmomnTarax CHHOBHAIHHOW OOOJOYKH, MOYEK M JPYTHUX MOPaKEHHBIX
TKaHEH.
B HacTosIIce BpeMs MIPUMEHSIOT BBICOKOTEXHOJIOTHYHBIE

ABTOMATHU3UPOBAHHBIE AHAIUTUYECKUE CHUCTEMBI C HMCIIOJIb30BAHUEM METOJIOB
MMMYHOXUMHUYECKOI0 aHAJIN3a:
- (HenpsiMas peakuust uMMmyHodroopecteHimu — HPUO®,
- UMMYHO(epMeHTHBIN aHau3 — UDA,
- UMMYHOOJIOTTUHT — 1B,
- UMMYHOJIOT,
- IMMYHOHe(heToOMeTpus,
- XEMWJIIOMUHECLEHTHbI UIMMYHHBIN aHAJIU3,
- panuonMMmyHoaHaiu3 — PUA),
Ha OCHOBE:
- HHK-,
- PHK-,
- OENKOBBIX U KJICTOYHBIX MUKPOYUIIOB,
- noaumepazHoil nenHou peakuuu (I1LP),
- IPOTOYHOU LIUTOMETPUH
CoBpemMeHHasi reHepanus MOJIEKYJISIPHBIX M KJIE€TOYHBIX 0MOMAapPKepOB
P3 Brirouaer:
® IATOreHeTHYEeCKHE OMOMAPKeEPbI- I MOJIYYeHUs] 00bEKTUBHOM
uH(pOpMaIUKU O XapaKTepe UMMYHOINATOJIOIMUYECKUX HapyIlIeHui ripu P3;
® IMATHOCTHYECKHE  OuoMapkepbl - i1 00O3HAYCHHS
KJIacCU(UKAIMOHHBIX U TUAarHOCTUYECKUX Kputepuen P3;
® NIpeIMKTHBHbIE OMOMapKepbl - [ JuarHocTuku P3 Ha paHHei,
JOKJIIMHUYECKOU CTaJINU.
Ilamozenemuuecku 3nauumoie duomapxepol P3:
- T- u B-mumdonuTel, ICHAPUTHBIC KICTKH, MaKpodar,
- IPOBOCIAJIUTENBHBIE HUTOKUHBI U KX PELIENITOPHI,
- AyTOAHTUTEJIA, MPOAYKTHI META00JIM3Ma KOCTHOM M XPSIIEBOM TKAHU,
- IOKA3aTeNHN aKTUBALUNA COCYAUCTOTO SHIAOTENHS,
- KOMIIOHEHTHI CUCTEMBI KOMILJIEMEHTA,
- BHYTPUKJIETOYHBIE CUTHAJIBHBIE MOJIEKYJIbI,
- IpOCTarJIaHuHBbI,
- IPOTEA3HI,
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- Ba30aKTUBHbIC AMUHBI,

- cBOOOJIHBIE paJMKalIbl KUcIopoaa u ap. [18, 19, 20, 21].

Juarnocruyeckue duomapkepst AU3

Hupkyaupyomue aHTUTEIa — OCHOBHOM cepoJiornueckuii mapkep AN3.
Xapakrtepuble npuzHaku CAP3 - 910 maronoruyeckas aktupaiusi B-kietok u
TUIIEPIIPOIYKIINS OpraHOHeCTIeIU(DUUESCKUX ayToaHTuTeN [23].

OnpeneneHue TUTpa ayTOAHTUTEN-OCHOBHAsI JOJsI HMMMYHOJIOIMYECKUX
uccienoBaHuii B peBmatosiorun (63,6%), ompenenseTcs cepoJOrnYeCKUMHU
tectamMu. OCHOBHBIE THMAarHOCTHYECKueE TaboparopHbie Mapkepsl CAP3:

- aHTUHYyKJIeapHble antutena (AHA),

- peBMarouaHbIA pakTop (PD),

- aHTUTENa K HUTPYJIMHUPOBaHHBIM Oenikam (ALLB),

- antudoconunuansie anturena (ADJI),

- aHTUHEUTpoQMIbHBIC TUTOILIa3MaTu4Yeckue antutena (AHIIA).

DuKCUpPYyEM MOJOKUTENbHBIE PE3YIbTAThl ATUX U PsAlla APYTUX aHTUTEN, U
MOBBIIIEHNE YPOBHEN MapKEpOB BOCHATIEHUS

- COD, C-peaktuBHoro 6enka — CPB,

- CHIDKCHHME KOHIICHTpPAllud KOMIOHEHTOB cucTteMbl koMmruiemenTta (CHSO0,
C3, C4),

- TEMATOJIOTUYECKHE HapylIeHUs (TeMOJUTHYECKas aHEMUs, JICUKOIICHHUS,
auM@oneHusi, TPOMOOLUTOIECHUS, 03UHODUITHNS ),

- OMOXUMUYECKUE WU3MEHEHUS (mOBBIIIEHUE AKTUBHOCTHU
kpeatuHpochokrnazpl — KOK, anbnonaser),

- KpUOTJIOOYJIMHEMUS U TUTIEPUMMYHOTJIO0Y IMHEMUS

BXOASAT B YHUCIO JMATHOCTMYECKUX M KIACCU(PUKAIMOHHBIX KPUTEPHUEB
CAP3 u BackynutoB [24,25,26,27].

2.2 TllpennKTHUBHBbIE OMOMAPKeEPbI

MMMyHONIaTOJIOTHYECKHE HAPYILIEHMS, pa3BUBAIOTCS B CPEAHEM 32 5 JIET 110
BO3HUKHOBEHUS MEPBBIX KIMHUYECKUX cMMNTOMOB CAP3, cBsi3aHHBIE C IOTEPE
UMMYHOJIOTHYECKON TOJIEPAHTHOCTH K COOCTBEHHBIM aHTUI€HAM U MHUIMAINEH
CUCTEMHOIO ayTOMMMYHUTETAa W BOCIAJEHUS, TAaKWE€ KakK CHH)KCHHE
(GYyHKUHMOHATBHOM ~ aKTUBHOCTU  T-peryjisiTOpHbIX — KJIETOK, 0Opa3oBaHMe
natoreHnbix ayroanturesl (AHA, ADJI, IgM P®, ALIB), noBklieHre ypoBHEM
ocTpo(a3zoBbIX OEJIKOB, MPOBOCHIAIUTEIBHBIX IIMTOKUHOB U XeMOKHUHOB, [30, 31].
[Tpu stom B poxnunuueckuii nepuog CKB psan ayroantutren (AHA, ALLII,
A®DJI) BBIBISIIOTCS paHblIle, YeM APyTHe.

VYeennunBaerca konueHTpauusd AHA u ALIb na knuanueckoit ctanuun CKB
u PA, Korga yxe NpOUCXOOUT CPbIB MMMYHOJOTMYECKOM TOJIEPAHTHOCTH H
YCKOpEHUE ayTOMMMYHHOIO TIpoliecca, 4YTO OOYCJIOBJIEHO pacUIMpEHUEM
SMUTOMNOB, PaClO3HABAEMbIX ayToaHTUuTenamu [32, 31].
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ChIBOPOTOYHBIE OMOMApPKEPHI - MPEAUKTOPHI 000CTPEHUS JIOIyc-HehpuTa
(yBennuenue konneHtpauuu a-ac/JJHK u aClq, camxenue yposueit C3 u C4) u
AHIIA-CB ¢ nopaxxenuem nouex [33, 34].

[Tone3nsl mporHocTuyeckre onomMapkepsl P3 B KITMHUYECKOH MPaKTHKE. DTO
octpodazoBbie nokazarenu (COD, ypoenb CPb, SAA, IIKT, depputun,
KaJIBIIPOTEKTUH, TENICUANH, TaTOrI00MH, GpubpuHoreH u ap.) [35,36,37]. Cunres
CPb mpoucxoauT B remaTolMTax TMOJ JACHCTBHEM MPOBOCHAIUTEIBHBIX
IIUTOKAHOB, W  SBJSIETCS  Oojiee  CTaOWIBHBIM,  BAJTUANPOBAHHBIM,
BOCITPOMU3BOJAMMBIM U CIIEHU(PUUHBIM MapKepoM BocraneHus, uem COD.

Y CTaHOBIIEHO, YTO KaJbIPOTEKTUH - CHIBOPOTOUHBIN Oenok (S100A8/A9,
MRP8/MRP14), BbICBOOOXKIAIOMIMNCA aKTUBUPOBAHHBIMU HEWTpoduiamMu u
MOHOIIUTAMH CHHOBHANBbHOM 00omouku. OH HCHOIB3YyeTCd B KauyecTBE
MEPCTIIEKTUBHOTO MapKepa aKTUBHOCTH PA M BBIP@KEHHOCTH CHHOBHAIBHOTO
BOCMAJICHUS, TMPOTHO3UPOBAHUS PEHTICHOJOTUYECKOTO IPOTPECCUPOBAHUS
3a0o0sieBaHus, OLECHKH A()PEKTUBHOCTH OA3UCHBIX MNPOTUBOBOCHATUTEIBHBIX
penaparos.

Mapxkep u meauaTop runepPeppuTUHEMUYECKOTO CUHAPOMA (TIOBBILIICHUE
ypoBHsI (epputuHa B ChIBOpoTKe KpoBH >500—1000 ur/mm). IloBsimeHue
HaOoMaeTcs Mpu cuHApoMe akTuBanuu Makpodaros (MAS), 6one3nun Ctusuia
B3pOCIbIX, KaTacTpoduueckom ADC u cenTuueckoMm IIoKe.

Bricokasi akTMBHOCTH NaTojioruyeckoro mporecca y OosnbHbIXx CKB
HaOoAaeTcs npyu cHUKEHUU KoHueHTpauuu C3- u C4-KOMIOHEHTOB CHUCTEMBI
KOMIIJIEMEHTAa M TIOBBIIICHUE YPOBHEH MPOAYKTOB AKTHBAIMM KOMIUIEMEHTA

(C3d, C3a, C4a, Cha, iC3, C4d, Bb, C5b-9) B kpoBu [38].

N3ydeHHble JUTEpaTypHble JaHHbIE M MPOBEJICHHBIA METaaHAIU3
KIIMHUYECKUX MCJICAOBaHUM, CEPOITO3UTUBHOCTD 110 PD n/mmm ALILII 1 BeIcOKHME
YPOBHU 3THX ayTOAHTUTEN B CHIBOPOTKE KPOBHU JI0 Hayayia JICYEHUS SIBIISIIOTCA
NpeauKTOpaMu xopouero orseta Ha Tepanuto PTM npu PA [39,40,4].

Boicokuii 6azanpHblli ypoBeHb IgM P® B chiBopoTkax OonbHBIX PA
JIOCTUTACTCS XOpPOIIUM KIMHHYeCKUM 3ddekrtom npu neuenuu TL3 [42].
bonbabie PA, BbicOKOMO3uTHBHBIE 10 AIILIII, nydine oTBedaroT Ha Tepamuio
ABII, yem AIILII-neratuBHble manueHTs [42, 43].

[Ipu pannem PA 1o cpaBHEHUIO C pa3BEepHYTOM cTaaueil 3abosieBaHUS
OOHapy>KE€HO JIOCTOBEPHOE MOBBILIEHWE KOHUEHTpamuu Tx1- (uHTEepdepoH v,
NU®H y) u Tx17 (U1 17) -umrokuHoB, xemokuHoB (MII-10, MUD-1),
KoJionuectumyupyromux pakropos (M1 7, I'-KCD).

s npoduitakTUKY, paHHEW JUArHOCTUKU, OLICHKU aKTUBHOCTH, ITPOTHO3a
u 3¢ dekTuBHOCTH Tepanuu P3, HEOOXOAMMBI COBPEMEHHBIE MOJICKYJISIPHBIE H
KJIETOYHbIE  OMOMapkephl,  KOTOphIE  TaKKe  IOMOTAlOT  PACKPHIThH
MaToreHeTHYeCKue Mexann3mbl P3. YV GonbIIMHCTBA JIIO/IEH B KPOBU BCET/Ia €CTh
HE3HAYUTEIBHOE KOJIMYECTBO AyTOAHTUTEI, KOTOPHIE HE SIBJIIOTCS MPOSIBIICHUEM
00me3Hu.
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Cunte3 Hu3KoaQPUHHBIX ayTOAHTUTEN B HOpPME KOHTPOJIUPYETCS
nonyisiuerdr B-1 (CD5+) knerok. Tonpko B ciaydae cepbe3HOM IOJIOMKH B
UMMYHUTETE, YpPOBEHb CTAHOBUTCS TOBBIIIEHHBIM U JIOCTATOYHBIM IS
MOCTAaHOBKM JuarHo3a. lMcronb3oBaHWEe KOHKPETHOTO BHUAA ayTOAHTUTEN B
KauecTBE AUArHOCTUYECKOTO MOKA3aTENsl OMPEIEAETCS UX BCTPEUAEMOCThIO TIPU
ayTOMMMYHHOM 3a00JICBaHHH.

AyToaHTHUTENa, KOTOPBHIE BCTPEYAIOTCA HUCKIIOUUTEIBHO TMPH 3TOM
3a00JIeBaHUH, TIONYYMIIH Ha3BaHUE BBICOKOCTICHU(DUYHBIMU CEPOJIOTUUECKUMHU
Mapkepamu. Bpicokoe coaepkaHME AaHTUTEN TMPEANONaraeT MX BBICOKYIO
apPUHHOCTD, OTpAKAET CHEIU(PUIHOCT U BHIPAXKEHHOCTh UMMYHHOT'O OTBETA.

CunTaercs, 4TO COJEp>KaHUE AyTOAHTUTEI HE KOPPEIUPYIOT C aKTUBHOCTHIO
3a00JIEBaHUsI, TEM HE MEHEEe OCOOCHHOE TeueHUE 3a00JeBaHUs HaOIIOHAEeTCS
UMEHHO Y TAI[MEHTOB, UMEIOIIUX B CHIBOPOTKE crienn(UuecKuii Habop aHTHUTET,
B OTJIMYUU OT CUMIITOMOB y OOJIbHBIX, HE UMEIOIINX 3TUX aHTUTEIL.

[Ipn ayTouMMyHHBIX 3a00JIEBaHUSX BOCHAJICHHE MOXET 3aTparuBaTh BCE
TKAaHU W OpraHbl OpraHU3Ma, 4YTO OTOOpPaKaeT TaK Ha3bIBAEMbIN CIIEKTP
ayTOMMMYHHBIX 3a00JI€eBaHUW M JIETUT MX  Ha OpraHocrnenupuyecKkue u
opraHoHecneuuduueckue. B Tabnmue 2 mnpeacTaBieHbl JAWAarHOCTUYECKHE
CKPUHUHTOBBIE U TOJTBEPIKAAIONINE TECThl MPU PA3TUYHBIX AyTOMMMYHHBIX
3a0oneBanusix: nuddys3Hsie Oonesnu coenunutensHoil Tkanu (IBCT) wu
Antudochomunuansiii cuaapoM (ADPC); peBMATOUIHBIA apTPUT U MOPAKECHUS
CYCTaBOB, BacCKyJIHTHl U ayTOMMMYHHBIE TOPAXCHHS TMOYEK, ayTOMMMYHHBIE
nopaxkenus neyeHu u JXKKT, ayroumMMyHHbBIE HEBPOJIOTHUECKHUE 3a00JIEBAHUS U
SHIOKPUHOIIATHH.

B HacTtosmiee BpeMs UW3y4arOTCsl KJIMHAYECKas WH(POPMATUBHOCTD
U3MEpEHUsI ChIBOPOTOUHOM KoHueHTpauuu IgG4, cootHomenus IgG4/1gG,
KOJIMYECTBA TKAHEBBIX U MUPKYIUpYyounX [gG4-nmo3uTUBHBIX M1a3M00IaCTOB U
1EeJIecO00pa3sHOCTh  MCIOJIb30BAaHMSI  JAHHBIX  IOKa3aTelled B KayecTBE
71a00paTOPHBIX KPUTEPUEB AUATHOCTUKU HMMYHoIpoimdepatuBabix IgG -
CBSI3aHHBIX 3a00JieBanuii [28].

[TepBUYHBIM CKPUHUHTOBBIM MeToJIoM ompezaeneHuss AHA B chIBOpoTke
kpoBu sBisietcss HPU® (mempsiMoit peakimui UMMYHO(IIFOOPECUCHIIMU) C
UCTOIb30BaHWEM B KadecTBe cyOcTtpata kierok HEp-2 (HPU®-HEp-2),
«30J10TO# cTangap™» coriacHo pekomenaausm EULAR [29].

AyTOaHTHUTE/Ia — KJI0YeBble KPUTEPUH AMATHOCTUKHU
ayTOUMMYHHBIX PEBMATHYECKHUX 3200/1eBaHUM

AYToaHTHTCHa, BKJIFOYCHHBIC B JTUATHOCTHUYCCKHC /U

KJIacCU(UKAITMOHHBIE KPUTEPUN Ay TOUMMYHHBIX PEBMATUUYECKUX
3a00JIeBaHUM, TIPEACTABIICHBI B TabnuIie 4.
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Tabauna 4. AyTOaHTHUTe/Ia, BKJIYEHHbIE B JHATHOCTHYECKHE
/NN KJaccupuKaANMOHHBIE KpUTepuu ayTOUMMYHHBIX
€BMATHYECKHUX 3200JIeBaHU

3a0os1eBaHne

AyToaHTHTE 1A

JInaraocTHYecKuen/ui
HKJacCU(PUKANMOHHBIE
kpurepuunAP3

PesmaTon bt
apTput(PA)

Pesmatouansiit paxkrop(PD),
AHTHUTENA K
HUTPYJUTUHUPOBAHHBIM
oenxkam(AlLLB)

Knaccudukanmmonnsie
KpUTEPUHU

ACR/EULAR(2010)

CucremHas
KpacHasi
Bosiuanka(CKB)

AHTUHYKJIEApHbIE
antutena(AHA),
AHTHUTEIA K
neyxcrnupansHou(ac)AHK (an
ti-1c/IHK),
AHTH-SM,
AnuTn-SSA/RoO,
AHTH-SSB/L 3,
AHTUDOCPOTUTTUIHBIE
antutena( ADJI):
AHTHUTENA K
kapaunonununy(AKJI)
- Auntutena k 32-
rimkonporeunyl(ap2-I'TIl)
- BomuanounsbIit
aHTUKoaryJsiHT(BA)
- Jlo)kxHOMONOXKUTENbHAS
peakuus Baccepmana
[Ipsimast mpoba Kymb6cea (B
OTCYTCTBUM T€MOJIUTUUECKOU
AHEMUM )

Knaccudukanuonnsie
KpUTEPUU
SLICC(2012)

CucremHas
CKJICPOACPMHUS

(CCH)

AHA,

AHTHTEA K TOTIOU30MEpase
I (Scl-70),
AHTHULIETPOMEPHBIE
antutena(ALIA) k CENP-
A,CENP-B,CENP-C,
Anturena k PHK-
nonumepase |l (antu-PHK-
rmosimmepasalll)

Knaccudukanuonnsie
KPUTCPHUHU

ACR/EULAR(2013)

Cunapom
[llerpena (CII)

Autu-SSA/RO,
Autu-SSB/La,
PO,

AHA

Knaccudukanmonnsie
kputepun ACR(2012)
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CMemanHoe Anrtu-UlRNP JIMarHOCTUYECKHE
3ab0JIeBaHUE kputepun(1996)
COCJIUHUTEIILHON

tkanu (C3CT)

Henuddepenuupo [IpenBapuTenbHbIE
BAaHHOE AHA KJIaCCU(PUKAIIMOHHBIE
3a00JIcBaHNE kputepuu(1997)
COEIMHUTEIIbHOU

TKaHU

Antudochomunun BA, AKJla, B.-I'TII Knaccudukanmonnsie
HBIU KPUTEPUU
cuaApoM(ADC) (koHCeHcyc;2006)
CucreMHbBIE AHIIA,

BACKYJIUTHI, AHTHUTENA K TTPOTenHa3e3 Knaccudukanuonnsie
accormupoBanbie (anTu-11P3), Anturena KpUTEpUU

C MHeJIonepokcuaase (aHTu- (koHCceHcyc;2007)
anTuHeTpopuwisn MIIO)

BIMH

[IUTOILIa3MAaTHUECK

MMU aHTUTEIIAMHA

(AHITA-CB)

KomMriieke MMMYHOJIOTHYECKUX U MOJIEKYJISIPHO-OMOJIOTHYECKUX METOI0B
panHeit quarnoctuku PA npencrasnen B Tabnuie 4.

Taoauma Neb.

Kommiekc HMMYHOJOIHICCKHUX MW MOJECKYJIHAPHO-

OMOJIOTMYECKHX METO/I0B PaHHell JuarHocTuku PA

Ne HccaenoBanue Meton npoBeaeHus

1 onpenenenuu ayroanturen (AL, | ummyHO(pEepMEHTHBIM aHaIu3
aHTUTEINA K UTPYUIMHUpOoBaHHOMY | (IDA);

BuMeHTHHY — ALIB, IgM u IgA PO®)

2 orpesieieHne 0eIKOB OCTpoil (ha3bl | BBICOKOUYBCTBUTEIHLHBIM

Bocnianenus (CPb u np.) UMMYHOHE(DETOMETPUIECKUM
METOJI0M

3 onurotunupoBanue reHoB (HLA- | nucnonb3zoBannem
DRB1 wu ero amneneil, Tak | mOJUMEpa3HOM LEITHON
Ha3biBaeMblid shared smuton — SE) | peakuuu (TTLP);

4 OLICHKa skcnpeccuu | merogom IIIIP B pexume
unpopmanmonHor PHK (uPHK) | peansHoro Bpemenu
IUTOKAHOB B  MOHOHYKJIEAPHBIX
KJIETKaxX nepudepuyeckoi KpoBU U
CUHOBHUAJIBHOM KUJKOCTH YeJIOBEKA
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5 OIPEICIIEHUE KOHLIEHTpALMHU | UCIoJb30oBaHueM MIOM u
[IUTOKHHOB B OMOJIOTMYECKUX | MYJIBTUILICKCHOTO aHaJIn3a
KHUIKOCTSIX (XMAP)

N3 36 OuomapkepoB BbIIEICHBI HAUOOJIEE «CUIbHBIE» IPEAUKTOPHI
panHero PA, a umeHHo:

- yBenuueHue KoHuentpamuu NJI-6,

- CPB,

- TPaHyJIOIUTApPHO-MaKpO(araabHOTrO KOJOHUECTUMYIUPYIOUIETO (akTopa
('MKCO),

- uarepdepona y (MDH-y),

- U®Hy-unaynmbuasHoro 0enka,

- ALIBB -antutena Kk UMTPYJUIMHUPOBAHHOMY O€JIKY BUMEHTHUHY

Ta6auma Ne6. buomapkepbl, oTpaxamumue NATOreHETHYECKHE

MexaHu3Mbl PA

1 poBOCHANUTENbHBIE  ITUTOKUHBI/peuentopsl  (MJI-6, ®OHO-a
peuentop tuna ),
(dakTopsl pocTta (ANUAEpPMANbHBIA (DAKTOP POCTA, COCYIUCTHIM
SHAOTETUANIBHBINA (paKkTOp pocta A),
MMII1, MMII3 - MaTpUKCHBIE METAITIONPOTEHHA3HI
nuTockeneTHbi 6enok (YKL1),
COCyJIMCTasi MOJIEKyJIa aare3uu |
octpodazonsie 6enku (CPb u SAA),
TOPMOHBI (JIENTHH U PE3UCTHH).

N

N oo~ w

2.3 JInarHocTuyecKkue CKPUHUHIOBBIE M NMOATBEPKIAI0IIME TeCThI IPH
Pa3JIMYHBIX AYyTOMMMYHHBIX 3a00/1eBaHusx B LleHTpe ayrouMMyHHOH
auarnocTuku AO «HHMII

C yyeroM COBPEMEHHBIX JOCTH)KCHUH Ja0OpaTOpHON MEIUIIMHBI,
MaToreHeTHYeCckux MexaHusMoB AM3 B  Hacrosmee BpeMs Ha 0ase
HanuonansHoro Hay4yHoro memuimackoro mnentpa (HHMII, r. Hyp-Cynran)
BHEJIPEHbl HMMMYHOJIOTHYECKHE U  MOJICKYJISPHO-OMOJIOTHYECKUE METOJIbI
JTIUArHOCTUKH ayTOMMMYHHBIX 3a00J1eBaHUI c HCTOJIb30BaHUEM
BBICOKOTEXHOJIOTUYHBIX aBTOMATU3UPOBAHHBIX CUCTEM.

Nwmeercst okosmo 200 pa3HOBUAHOCTEN AHTUTEN K HYKIIECOIPOTEMHAM H
PUOOHYKIIEHHOBBIM KHCJIOTaM, KOTOpbIE MOJTYYHIIN Ha3BaHUE
anTuHykieapubii paktop (AH®D). MccnenoBanne aHTUHYKIIEapHOTO (hakTopa
(AH®) npencrapinsier co00ii OCHOBHOM METOJ BBISIBJICHUS aHTUHYKJICAPHBIX
AHTUTEJI, TO3BOJISAS BBIABIATH AyTOAHTUTENA K HYKJIEHMHOBBIM KHCIIOTaM
(ncIHK, oc/IHK, PHK), k pacTBOpyMBIM KOMIIOHEHTaM fJipa KIJIETKH
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pUOOHYKIICONMPOTEHHAM, a TaKKe OOJBIIMHCTBY KOH(POPMAIIMOHHBIX U
HEpPACTBOPUMBIX AHTUTEHOB.

Onpenenenne AH® metogom HenpsiMoil (IIFOOPECUEHIIMU  SIBIISIETCS
"30JI0TBIM CTaHJAPTOM' BBISIBJIICHUS aHTUHYKJIEapHbIX aHTuTen (AHA) wu
JMAarHOCTUKHU ayTOMMMYHHBIX 3a00JIeBaHUIM

B nHopme AHA oTcyTcTBYIOT B opranusMe. [Ipn ayTouMMyHHOW TaTOJIOTUH
MMMYHHAast cucrema HAa4YMHACT BbIpa0aThIBATh cnenuduueckue
UMMYHOTJIOOYJITMHBI K COOCTBEHHBIM KJIETKaM U UX KOMIIOHEHTaM

4. Mukybauna ¢ aHTUvenoBeYecKum

1. lpeamerHoe cTexno ¢ knertkamm Hep-2.

MeTKo#

Orpuyarenan
&t KOHTPOMS

2. Uukybaymsa ¢ cbIBOPOTKaMMU 5. OTMbIBKa

MHKpPOCKOna

UMMYHOrIOGYINHOM, MeYeHbIM (hIoopecyeHTHON

3. OTmbiBKa 6. OyeHkKa c noMoLWBLIO (PIFOOPECLEHTHOro

Puc. 3 Cxema npoBeieHus1 peaKkiuu HeMPsiMoii
HMMYHO(}/II00peceHII U
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OCHOBHbIE aHTUreHbI
AHTUHYKNEAPHbIX AaHTUTEN

soumzexc Foanaen

AJepHME NOPN . INTONIATATHICCKAX
MeMOpaza

TeHTPHOTH

MI0COMB

razxuit IC

MeMOpana
xxopHMe Gexxn
-
o % \ TPOTOMHOIHI
Msaxpoduaaenta / ! \ B o
%’n‘Fcc —— nepoxcHcoMa
MuxpoTpySoTEM ceoboxmnte prbocosst

THTO0I

1

PHK-accounmnpoBaHHble

G

7
Al
(70K )= U1-nRNP-speci
o5, .
,—R‘" € fic proteins
,
LA 4 =" (only with U1-nRNP)

MembpaHo-
accoUMMPOBaHHbIE

U(1-6)-RNS

@ core proteins N \
@ @ (with all U-nRNP; —

Puc.4 OcHOBHbIE AHTHUI€HbI AHTHHYKRJICAPHBLIX AaHTHUTEJI

CoBpemenHasi HOMEHKJIaTypa ICAP 2014
THIIOB CBEYeHHUS AHTHUHYKJIEAPHOIro (paKkTopa

MexayHapoaHasi corjacuTeNbHas Tpynma IO TUIAM CBEYCeHHs Oblia
OCHOBAaHa Ha CEKIMM B paMkKax MeXIyHapoJAHOrO CEMHHapa IO
Aytoummynurtery u ayroantutenam (IWAA) B Can-ITaono, bpaswmuu, B 2014
rofy.

PesynpTaTom 9TOM  paboThl cTanmo  ¢GopMUpOBaHHWE  O0OOIIEHHOM
HOMEHKJIATyphl U onucanus TUnoB cBeueHus AH®, 6a3b1 MukpodoTtorpaduii, a
TaK)Ke KJIacCU(PUKAUUU C JACICHUEM Ha YPOBHM KOMIIETEHTHOCTH IPHU OLEHKE
TUTIOB CBEUYCHUSI.

Jlns monynsipuzanuu pe3yiabratoB padoTel CornacutensHoi rpynmnsl [CAP
ObLI co3/aH caliT B uHTEepHETe https://www.anapatterns.org, Ha koropom OblIa
MpEACTaBI€Ha HOMEHKIATypa C MOAPOOHBIM OINKWCAHUEM TUIIOB CBEYEHMS,
KOTOpasi Ha CETOJHAIIHMN JIeHb HacuuThiBaeT 30 TUIOB CBEUYEHHUsI, BKJIIOUAs
orpunarenbheiii (#AC-0).

Onpenenenue anmunykieapnozo gpakmopa (AH®) na HEp-2
Klemkax

Jlyummum  e6bewrom CyOCTpaToM ISl BBISBICHUS AHTHHYKJICAPHBIX
antuten merogom HPU® npusnana kierounas juaus HEp-2, koropas
CYIIECTBEHHO YJIYy4yllaeT YyBCTBUTEIBHOCTh TECTa 3a CYET SIPKOM
GiryopecueHIH JaXKe MPHU 3HAYUTEIbHBIX Pa3BEICHHUIX CBIBOPOTKH OOJIBHOTO,

24



a OonpIroe, 60raToe PYXpPOMATHHOM SIPO TMO3BOJSIET TOYHO OIMUCATh THUII

CBCUCHUA.

Pesynbrar orieHMBaeTCs ¢ MOMOIIBIO (PIFOOPECIIEHTHOIO MUKPOCKOIIA.
[Ipu oOHapy>xkeHun antuHykIeapHoro gakropa (AH®D) okpammBatorcs
sJipa KJIETOK, MpH BbIsiBIIeHNU aHTUHEHTpopuiibHbIX AT, cBeueHue

JIOKAJIM3YyeTCs B IIUTOILIa3Me HEHTPODHIIOB

-

Puc. 5 Knerku kiaerouynoii iuauu HEp-2, okpamennbie
reMaToJIOrH4eCKMM KpacuTesieM.

Ta6auna Ne7. CpaBaurtesibHble XapakTepucTuku HPU® u UDA

Metox HPUD DA
Onpenensiemblid Appunno- KoHueHTpanmnoHHo-
napamMerp 3aBUCUMBIH 3aBHCUMBIN
Conep:xanue 1gG He 3aBucur 3aBHCHT
Yucao MulneHeu MHOro aHTUI¢eHOB OnnH aHTUTEeH
Jenarypanus penxo 4acro
aHTUI€eHA
Peakuumn c¢ Peaxo Yacro
0JIOKHPYIOIIUM B-BOM
PacTBOpuMBIii aHTUTEeH He ucnosan3yercst HNcnoab3yercst
ABTOMATH3ALNA ITnnoxo Xopouio
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Tabauua 8. Ilepeuenn uccsie0BaHuii, npoBoauMbIx B LleHTpe
ayroumMMyHHO# quarHocTuku AO «<HHMIy

JAnddy3ubie 60se3um coenunuTeNbHO TKAaHU (ABCT) 1 AnTudochoaunuanbiii

curapom (ADC)

AHTHHYKJICapHBIH (akTop Ha KinetouHou muauu HEp-2 (AH®)

Onpenenenue Beicokoadpunubix anturen k 1c/IHK na knerkax C. Luciliae

CxpuHHHT 6oJie3Hel coequHUTEebHOM TRanu: AHO u ANA-18
ummyHHOO0T (1c/THK, Sm, prbocomsl, rucronsl, RNP, SS-A 60 kDa, SS-A 52
kDa, SS-B, Scl-70, CENP-B, Jo-1, AMA-M2, f-Actin, PCNA, PMScl-100)

PasBepuyras nmarnocruka antugocdonnugnoro cunapoma: AOC-
ummyHHOOI0T IgG 1 IgM (10 anTHreHOB- KapauonunuH, Gocharuamioas
KHCIIOTa, pochaTuamixoiivH, GocharuaundTanosaMuH, GochaTuIuIrIvIepolt,
docharuanmmaozuTon, pocharuanncepun, anaekcun V, 2-GP-1 u
MIPOTPOMOMH)

OocnenoBanue npu CKB: nc/IHK na xierkax Crithidia luciliae, AH® u A®C-
uMMyHHOOIOT IgG u IgM (10 anTureHoB: kapauonunuH, GpocharuauioBas
KucnoTa, pocharuamixonut, pocharuammTaHonaMuH, GochaTuaITIAIEPOT,
docharuaumHo3uTOI, hocharuauiacepur, anaekcun V, B2-GP-1 u
IPOTPOMOHH)

ITaker "CkpHHHMHT HA ayTONMMYHHBIC peBMaTH4YeCKHe 3200/1eBaHus "
(AH®, ANA-8 ummyno6uiot, nc/IHK, ANCA)

ITaker "CKpHHHMHT HA ayTOMMMYHHBIEC BOCHAJINTEIbHbIC MUONIATHH U
cucremHblie ckiaepo3bl’ (AH®, ANA-ummyHno6noT (Sm, Sm/RNP, SS-A/Ro
SS-B/La, Scl-70, PM-Scl, CENP-A/B, Jo-1, PL-7, PL-12, SRP, Ku, Mi-2,
PCNA))

IMaxker "Cxpununr Ha AaTudochoaunuanpiii cunapom" (AHD, ANA-8
uMMyHO00J10T, ADC-ummynobmot IgM/IgG (cymmapHbie aHTUTENA))

PeBMaTOMIHBIN aPTPHUT U NOPAKEHHUS CYCTABOB

AHTHUTENA K HUUKINYECKOMY LUTPYJUIMH-COIep KalleMy NnenTuy (anti-
CCP/ALILIT)

10

Omnpenenenne peBmarougHoro (axrtopa (PD)

Backy/auThbl 1 ayTOMMMYHHbIE IIOPAKEHHUS NMO0YEK
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11

JuddepeHunanbHasi JMATHOCTHKA ObICTPONPOrPeCCHPYIOIIEro
riomepyiaoHedpputa u BackyauToB. ANCA aHTHuTena ¢ omiucaHueM THIT
CBEUEHMSI U TUTPA, C OIIPEJIEIICHUEM TPEX aHTUTEN (aHTUTENA K Oa3aibHOU
membpane kiyoouka (GBM), antu-ITP3, antu-MPO)

12

JIMarHocTuKa ayTouMMYHHOT0 nopa:xkenus nouex: AH® HEp2, ANCA
aHTHUTENA C OIIMCAHUEM TUIl CBEUCHUS U TUTPA, C OIPEACICHUEM TPEX aHTUTEI
(anTuTena k 6asanpHOM MeMOpane kiyoouka (GBM), antu-I1P3, antu-MPO)

13

IMaker "CKpUHMHI HA AyTOUMMYHHbIE€ BACKYJIMTHI 1 AyTOMMMYHHbIE
nopa:keHusi noyek" (AH®, ANA-8 ummyno6mot, ANCA antutena c
ONKMCAHHUEM THUIl CBEUEHUS U TUTPA, C ONpeAeTICHUEM TPEX aHTUTEIN (aHTUTENA K
0azanpHOI MeMOpane kiybouka (GBM), antu-I1P3, antin-MPO))

AyTOMMMYHHBIe nopaxeHus nedenu u ;KKT

14

CkpuHMHT ayToMMMYHHBIX 3a0oJieBannii 2KKT: AHO HEp2; onpenenenue

AHTUSICPHBIX, AHTUMUTOXOHAPHATIBHBIX, aHTUTJIAIKOMBIIICYHBIX,
anTunapuetanbHeix antutenl (ANA/AMA/ASMA/APCA)

15

Hmmynonot aist nuddepeHnanbHoNl JMarHOCTHKH ayTOMMMYHHBIX 3a00J1€BaHUi
neuenu, [gG (anturtena k gp210, sp100, LKM1, M2, SLA, F-actin, LC1)

16

ITaker "CkpuHMHI HA ayTOUMMYHHBIe 3a00JieBanus nedenu u JKKT" (AHO,
ANCA, aHTUMHUTOXOH/IPUAJIbHBIX, AHTUTJIJIKOMBILIEYHBIX, AaHTUIIAPUETAIbHBIX
aatutenl (ANA/AMA/ASMA/APCA), Ummynoo6mort (k AMA-M2, gp210, sp100,
LKMI1, LC1, SLA u F-akTtuny))

17

IMaker "CKPHUHUHT HA eJIMAKHIO H AyTOMMMYHHbIe racTputhl" (AHD, ANA-
8 IMMYHOOJIOT; aHTHUTENA K SHJIOMU3HIO, aHTUTENA K TKAHEBOM TpaHCTIIyTaMUHa3e,
aHTHUTENA K JeaMUIM3UPOBAHHOMY MENTUAY TTIMAJANHA; AaHTUTENl K BHYTPEHHEMY
(dakTOpy M aHTUTeHY OOKJIa/I0UHBIX KJIETOK)

HeBponornqecKne 3200/1€BaHUA

12

Pa3BepHyTOe 06cnenoBanne npu nouHespurax: (AH® HEp2; ANA-
ummyno610T (1c/IHK, Sm, pubocomsl, rucronsr, RNP, SS-A 60 kDa, SS-A 52
kDa, SS-B, Scl-70, CENP-B u Jo-1); AuTtrTtena k ranrino3uiam kiaccos IgG u
IgM (cymsdatuasr, GM1, GM2, GM3, GM4, GD1a, GD1b, GD2, GD3, GQ1b,
GT1la, GT1b))

13

TecT A1 AMATHOCTUKHU NOJTUHEHpPoONaTHii: AHTUTENA K TaHTIIMO3UaM
kiaccoB IgG u IgM (cyabdaruasr, GM1, GM2, GM3, GM4, GD1a, GD1b,
GD2, GD3, GQ1b, GT1a, GT1b)

14

Tect JIs1 TUAarHOCTUKU MUACTCHUMN. AHTHUTENA K ALCTUIIXOJIMHOBBIM
peuentopam AxP (AchR)

15

ITaker "CkpHHHMHI HA ayTOMMMYHHBII MHUacTeHn4YecKknid cuaapom" (AHOD,
ANA-8 ummyH00:10T, anTuTen IgG K aHTHreHaMm ckeaeTHbIX MbI SKMA,
anturena kK MuSK)

16

IMaker "CKpUHUHT HA ayTOMMMYHHBbIe noJinHeliponaTuu' (AH®, ANA-8
UMMYHOOJIOT; CyMMapHble aHTHTeNa K ranrnuosuaam IgM/IgG)

AyTOMMMYHHBIE SJHI0OKPUHONIATHH

27




IMaker "CKpUMHUHT HA ayTOMMMYHHBbIe SJHI0KpUHONaTun'" (AHD, ANA-8
17 MMMYHOOJIOT, aHTHTEJIa K OCTPOBKOBBIM KJleTKaM Ig(G, aHTHTENIa K aHTUT€HaM
KOpBI HaJimo4yeuyHukoB I1gQG)

AYTOMMMYHHBbIE POPaKeHNsI KOKU (My3bIPYATKH)

INaker "CKpUHUHT HA ayTOMMMYHHbIe mopaxkeHust koxu' (AHD, ANA-8
18 ummyHoOs10T, ANCA (anti-MPO, anti-PR3, anti-GBM); antuTena K KOKHBIM
aarureaaMm ASA 19gG (anti-BM, anti-ICS))

2.4 [Ind¢py3nbie 3a0601eBaHus coequHuTebH0i TkaHu (ABCT) n
AnTUdochommnuanbiid cuHapom (ADC)
1) AnTunykJeapHblii pakTop Ha KieTouHoi Junuu HEp-2 (AH®)

Oo6mas ungopmanus 00 ucciaeI0BAHUU

MIMMyHHBII OTBET HAIPpaBJIEH MPOTHB HYKJICONPOTENHOBBIX AHTUT€HOB, T.€.
KOMILJIEKCOB HYKJIEMHOBBIX KHUCIOT U OEJIKOB, KOTOPOE BUAMM IPU CUCTEMHOM
kpacHo#l Bomuanke (CKB) u qpyrux cHCTEMHBIX PEBMAaTUYECKUX 3a001€BaHUSX.
JlaHHbIE DH/IOTEHHBIE HYKJIEOIIPOTEHHOBBIE ayTOAHTUT €HBI MOTYT
00pa30BBIBATHCS B MPOLIECCE ANONTO3a SIMUTENNATBHBIX KIETOK, HAIIPaBJIEHHOTO
Ha YHMUYTOXXEHUE U YAAJICHUE MOBPEKICHHOM WM Je(EeKTHON KIETKH.
VYckopeHue MpoLEeccoB amnonTo3a MojA  JIEHCTBUEM  YIbTPa(HOIETOBOTO
oONydyeHus, BHUPYCHBIX HWH(PEKIUNA WM  JIEKAPCTBEHHBIX  Ipenaparos,
OJTHOBPEMEHHO C HAapyLIEHHbIM WM 3aMEJICHHBIM YIAJICHHEM IPOIYKTOB
amomnTo3a, 3amyckaer ayrouMMyHHble oTBeThl Ipu CKB. HyxneonporenHoBble
AHTUTE€Hbl KOHJICHCUPYIOTCS B allONTOTUYECKHUX TEIbLAX, KOTOPhIE CTAHOBATCSA
MULIEHBIO JIJIS1 ayTOAHTUTEN.

[Ipu onpenenennn AH®  ucnosb3ylOT  AIUTENUATBHBIE  KIETKHU
afgeHokapunHoMbl ropranu 4denoeka HEp-2. Kmerku HEp-2 umeror kpymHoe
AIp0O U Ha CTEKJIax pacTyT B OJMH CIJIOM, OYEHb YAOOHBIM cyOcTpar s
naboparopHoro ucciegoanus. [Ipu qo6aBneHun crBOpOTKH naruenta ¢ AHA
Ha CTEKJIO BBISABISETCS (IroopeciieHIns (CBeYeHUE) KoMIuiekca Ar+AT, KOTOpoe
peructpupyercs npuOOpoM. AHTHHYKJIEapHbIE aHTUTEIa OOHApYKUBAIOT
Onaroyapsi X CBSI3BIBAHMIO C BHYTPUKJICTOYHBIMU QHTUTEHAMH TEPEBHUBAEMOM
JIMHUY KJIETOK snutenus yenoseka (HEpP-2). SAnpo u nuronnazma kinetok HEp-2
COJIEP)KUT BCE AHTUTEHBI, XapaKTEpHbIE [UISI YEJIIOBEYECKOM KIIETKH, 4YTO
MO3BOJISIET BBISIBJIATH B OJTHOM TECTE BCE OCHOBHBIE aHTUHYKJICAPHBIE aHTUTENA.

Meton HenpsIMON peakIi UMMYHO(TIOOPECIICHIINHA Ha KJIETOYHON JTMHUT
HEp2 pexkoMeHgoBaH B  KadecTBE 30JIOTOTO  CTaHAApTa  BBISABJICHHUS
AHTUHYKJICAPHBIX AHTUTENl BEIYIIMMH DSKCIEpPTaMH, BKJIOYas €BpONEHCKUE
(EASIgroup 2010) u amepukanckue rpymmbl dkcneptoB (ACRANATaskforce
2008).

[TonoxurenbHbIi pe3ynbTaT AH® Habmonaercs 6osee yem y 90% 00abHBIX
¢ i Py3HbIMHU OOJIE3HIMHU COEAMHUTENbHON TKaHU, TakuMU Kak CKB 1 koxkHbIe
¢dbopMbI 3TOrO 3a00JI€BaHUS, CKIEPOACPMHUS U €€ Pa3HOBHIHOCTH, CMEIIAHHOE
3a00JIeBaHUE COCTMHUTEIHLHON TKaHu, cuHapom [llerpena.
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Onpenenenne AH® wumeer Oomibiioe 3HAUY€HHWE B JUATHOCTUKE
IOBEHWJIBHOTO PEBMATOUIHOTO apTPUTa U AyTOUMMYHHBIX 3a00JIEBaHUI MEUCHHU.

AyTOaHTHTENA TAKKE BBISBIISIOTCS P MHOXKECTBE IPYTUX Ay TOUMMYHHBIX
(Tupeounut, n1uadeT), MHPEKIMOHHBIX (BUPYCHBIN I'€MaTUT), BOCTAIIMTEIIBHBIX 1
OHKOJIOTHYECKHUX 3a00JI€BaHUN.

Bcerpeuaercs AH® no 1-3% y KIMHUYECKHU 30POBBIX JIHOJIEN U HECKOJIBKO
BO3pACTaeT y JUIL cTapiie 65 JerT.

[ToBBIIIEHHBIN PUCK PA3BUTHSI AyTOMMMYHHBIX 3a00JIeBaHUI HAOJI01af0TCS
y JIAI] C BBICOKUMH TUTpamu AH®

Ta6auna Ne9. Ilokazanus k ucciaenosannw AH®
1 CucremHas KpacHasi BOJIYaHKa
ITonocTpas kKoXkHas BOJIYAHKA U APYTUE PA3HOBUIHOCTH KOKHOM
BOJTYAHKH
CwMmenianHoe 3a00JIeBaHUE COCMHUTEIbHON TKaHU
Cungpom llerpena u acconnpoBaHHbIE 3200J€BaHUS
Juddysnas n nokanuzoanHas ckiaepogepmus, CREST cunapom
BocnanuTtenbHble MUONIATUU (IOJTUMHUO3UT U IEPMATOMHUO3UT)
FOBeHWIBHBIN XPOHUYECKUMN apTPUT
AyTOMMMYHHBIW F€MATUT
[lepBUYHBIN OUITHAPHBIN TUPPO3 U CKIEPOIUPYIOMIUNA XOJIAHTUT
10 | [MonuneiponaTuu 1 MUEJIUT

N

O ONH|O1 b~ |W

Ba:kHelIIMMH KPUTEPUSIMH THATHOCTHYECKON OLIEHKH ayTOUMMYHHBIX
MapKepoB SBJAKTCH ONpeJe/ieHMe TUTPAa AHTHTEJ W THIA CBEYCHUS
aHTHUTeEJI

Tutp antuten 6oJiee 1:80 sBIsEeTCS TMArHOCTUYECKUM

BoBpemss obocTpeHuH peBMaTHUYECKUX 3a00JIEBaHUNA THUTP NPEBBIIIAET
1:640, a B mepuon pemuccuu cHmxkaetrcs n0 1:160-1:320. 11 yem Oosnbiie
aHTUTEJI, TEM BBIIIE TUTP.

[Io Tunmy cBedYeHHs ONPENEHSAIOTCS MUILIEHH AHTHHYKJICAPHBIX AHTHUTED,
KOTOPOE€ HMMEET BaXHOEC KIMHUYECKOE 3HAYEHUE U OIpeNesseT TaKTUKY
JanbHENIero 00cie0BaHus MalueHTa.

OcHOBHbIE  BUJIbI  CBEYECHUs: TOMOreHHbld (wiu auddy3HbIi),
nepudepuyecKHii, TPaHYJISPHBIA WJIM KpamyaTblii (MeJKO-/KPYIHO-),
LHEHTPOMEPHBIH, SAPBbIIIKOBbIA (MM HYKJIEOJISPHbI), BePeTeHO00Pa3HbIH
annapaTr ¥ HUTOIIA3MATHYECKUI THUNBI OKpaluBaHus saapa. Kaxaeiid tum
CBEUCHHS UMEET XapaKTEpHbIE MMPU3HAKH, KOTOPHIE MO3BOJIAIOT OTIIMYUATH OJVH
BAPUAHT OT APYTOTO.

Onpenenenue  pa3auyHBIX  TUIIOB  CBEUYEHUS  CBHUJIETEIIBCTBYET O
NPUCYTCTBUH PA3HBIX BUJOB AHTHUTEIL.
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Taoauua 10. Tunel cBeYeHUsT AHTHUTEJI

Tun cBeueHus
T'oMoreHHBIN

(and¢y3HbIH)

2) llepudepuyeckuii

3) I'panyaspHbIi/
Kpam4aTbli/

B HEKOTOPBIX
HCTOYHHUKAX
ceT4yarTbii

Jly1sl 4ero oH xapakTepeH)

Jlnst CKB (BbICOKHE TUTPBI), U
Hu3kue TuTpsl npu: JIB, CC/,
XPOHUYECKOIO aKTHBHOTO
renatuta, PA

XpPOMOCOMHasi 001acTh
MHUTO3HBIX KJIETOK — SIPKO
BBIPAKEHHOE CBEUCHUE

st CKB (BbICOKHE TUTPHI)
00yCIIOBJIEHO NepuepUIecKUM
pacnpeesieHueM XpOMaTrHa B
anpe, cBs3aHo ¢ AT k THK u
xapaktepHo 11 CKB.
[lepedepuueckcu TUI CBEYEHUS
HOOX0AUMO U PepeHInpoBaTh
OT OKpaIllUBaHHUS SICPHOU
MEMOpaHbl, KOTOpas MpUCyIIa
ayTOMMMYHHBIM 3200JIeBaHUSIM
[ICYCHMU.

XpOMOCOMHasi 00J1aCTh
MUTO3HBIX KJIETOK — SIPKO
BBIPAKEHHOE CBEYEHUE

['panynsapHbII TUIT
OKpallluBaHUsl BCTPEYAETCS OYEHb
4acTo U SIBJIAETCS HAUMEHEe
CHelU(pUIHbIM, CBOHCTBEHHO
MHOTHM ayTOMMMYHHBIM
3a00JIeBaHUAM. AyTOaHTUT€HAMU
ABJISIFOTCSL HYKJIEOPOTEMHOBBIE
KOMILJIEKCHI B SIpeE:

Sm (CKB), nRNP (MCTD) -
rpy00-KpamyaToe CBEUCHHE,
XPOMOCOMHas 00J1aCTh MUTO3HBIX
KJIETOK oTpuuarenbHas. [l
CKB, cunapoma Illerpena.

SS-A, SS-B — kpanuaroe
CBEUYEHUE C PAaBHOMEPHBIM
pacnpeesieHueM, XpOMOCOMHas
00J1aCTh MUTO3HBIX KJIETOK
orpunarenpHas. O4eHb 4acTo
IpY IEPBUYHOM CUHAPOME
[lerpena, pexe npu CKB, SS-A
— OYEHb YacTo MpPHU
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4) LlenTpOMepHBbIH

5) SinpbimKkoBbIii /
HYKJICOJIAPHbIN

6)
BeperenooOpa3Hbii
annapar

HEOHATAJIILHON BOJTYAHKE U
BPOXKJICHHOM OJI0Kaje cepla.

Scl-70 — menko-kpamgaroe
CBEUYEHHUE, XPOMOCOMHasi 00J1acTh
MUTO3HBIX KJIETOK
nonoxurenbHas. Mapkep [1CC.

PCNA — MenKko-/KpymHo-
KpamyaTroe CBEUCHUE,
XPOMOCOMHAs 00J1aCTh MUTO3HBIX
KJICTOK TTOJIOKUTEIbHAS WITH
OTpHULIaTEIbHAS.
OO6HapyxuBaeTcs B HEOOIbIIIOM
MIPOLIEHTHOM COOTHOIICHHUH MPHU
CKB.

Ouenb Boicokue TUTpsl AHOD
KPYIHOTPAHYJISIPHBIM THUIIOM
CBEUCHUS XapaKTEPHbI IS
CMENIaHHOT0 3200/1eBaHUS
COCAMHHUTEJIbHON TKAHU.

XpOMOCOMHasi 001acTh
MUTO3HBIX KJIETOK

LlenTpome
oTpuratenbHas. s hopmbl
_ CREST- pa 0eJIKOB
CKJIEpOJECPMUH
XPOMOCOM,
CHUHIPOMA WJIM CHHIPOME NSP
Tubneprka-Beiicenbaxa, pexe 1(SP100)
npu 1udy3HON CKIEPOIEPMUHN U
cuHIpome PeiiHo.
Bricokne TUTpHI BBIABISETCS PHK
rpu [ICC
P ’ 1moJiMMepasa-
TOJITMMHO3UTA/ IEPMAaTOMHO3HUTA, 1 NOR
HU3KUE TUTPHI IPU CUHAPOME U’ RNP ’
. 3
PeiiHo, cuHApOME IEPBUYHOTO PMScl ’
[Hlerpena. ’
P pudpuLIap
HH
CeTb U3 TOHKUX HUTEH,
KOTOPBIE COCTUHSIOT APYT
Beperenoo
C IPYTrOM IIEHTPOCOMBI B 5 a3l-Il)bIe
MUTO3HBIX KJIeTKaX. Peakuil TuI P
CBEUYCHMS XapaKTEPEH MPH PSJIC HUTH B
ayTOUMM HHI;)IX I/II;[ I/II)X P MHTOSHBIX
Y Y byl KJIeTKax

3a0oaeBanuax: PA, CKB, PBC,
CHHJIPOM 3aIISICTHOTO KaHaua.
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7) ['panynupoBaHHOE UK

[HuTomiazMaTnyeck HUTEBUIHOE CBEUCHHUE B

17071 nuroriasme. Pudocomubie
anTuresa RNP — xapakrepHo B
HEKOTOpbIX cirydasx npu CKB,

PEKOMEHJOBAHO MOATBEPKICHUE Pubocomu
— MIPOBEJICHUE TE€CTA HA IPYTHUX ble aHTUTeJIA
cpe3ax TKaHHU. RNP, Jo-1
Jo-1 (PL-7,PL-12) - (PL-7,PL-12),
JIEPMATOMHUO3HT/TIOTUMHUO3UT MUTOXOH/IPH
MuTtoxoHapHH - MapKep U,
ayTOMMMYHHOTO 3a00JIeBaHUS nuTOCKeNeT(a
MEYeHH, IEPBUYHOTO OMIIMAPHOTO  KTHH,
Uppo3a BHUMETHH,
urockesier (aKTHH, TYOYJIUH)

BHUMETHH, TyOYJIMH) —
pazimuunble AU3, yacto npu
ayTOMMMYHHOM T€MaTUTE U
MH()EKIMOHHBIX 3a00JIEBaHUSX.

Tunsl cBeUeHUuA

AJEPHBIE TUIIbI CBEUEHUSA

KpynHorpanyasipublii Tun cBedeHusi sigpa (AC-5)  ykaspiBaeT Ha
HaJIM4YMe aHTHHyKJIeapHbIX aHtuten npotuB UL/RNP, Sm. XapaktepHo mis
CMCIIaHHOTO 3a0oieBaHms coeguHMTenbHOM Tkanu, CKB, cucremHoit
cxiepoaepmuu (CCJ).

T'omorennnlii THn cBeyenusi sapa (AC-1) ykaspiBacT Ha HaJU4He
AHTUHYKJICAPHBIX aHTUTEN NPOTHB HyKJIeocoMm, aBycnupanbHot JHK n
ructoHoB. XapaktepHbel 1 CKB, 5exkapCcTBEHHOW BOJYAHKH, CHCTEMHOMU
CKJIEpPOJAECPMHH, XPOHUYECKOTO aKTUBHOTO T'€NATUTA.
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CMMNTOMbI CUCTEMHON KpaCHOﬁ BONYaHKK

Puc. 6 TI'omorennblii Tun ceeyenuss AH®

HNmmyHO00JI0T AHA -Anturena k a¢/[HK Sm-anturen
AHTHTeJIa K HYKJIe0COMaM
AHTHTeJIA K KaPpAHOJIUIINHY
OCHOBHBIMM  CTPYKTYPHBIMH  €IMHUIIAMH  XpOMAaTHHA  SIBJISIIOTCS
HyKJIeocoMbI - koMmiiekchbl JIHK u rucronoB. Takum 00pa3oM, TOMOT€HHBIN THIT
CBEUCHHUS TPEINOoJaraeT HaIMYhe aHTUTEN IPOTUB HYKJIEOCOM, JIBYCHUPATbHOU
JIHK u rucToHOB.
OO0bIYHO oOHapy:keHHe BLICOKOro THTpa AH® ¢ roMmoreHHbIM THIIOM
CBEYCHHUS YKA3bIBAET HA IMATHO3 «CHCTEMHAS KPACHAS BOJTYAHKA).

Taoauma Nell. T'omorenubiii Tun cBeuenuss AH®D

3aboseBaHus OcHoBHBIE Berpeuarrcest
AHTHUTEHbI AHTHTEeHbI
CKB acJIHK 50%,
JlekapcTBeHHas
BOJIYAHKA/BACKYJIUTHI I'uctonsr 30% RNP/Sm 10%
AyYTOMMMYHHBIW T€ITATAT
Ckaneponepmus Hyxieocombl SSA 60 20%
HOBeHUIBHBIH 60% SSA 52 (Gemnok
YIMONIATUYECKUI apTPHUT jirasel) 25%

MeakorpaHyjasipHblii / TOMOIreHHBIMTHII CBeYeHHsl siipa (YaCTHYHO
MOJIOKUTEJIbHOE SIAPBINIKO) YKa3bIBACT HA HAIMYUE aHTUHYKJICAPHBIX aHTUTEN
npotuB Scl-70. Xapakrepro mist cuctemuoi ckiepoaepmuu (CCJI), cucTeMHbIi
CKJIepOo3 ¢ Tu(DPy3HBIM MOPAKEHUEM KOXXH U BHYTPEHHUX OPTaHOB.

MeskorpanysipabliiTun cBeuenus sigpa (AC-4) yka3piBaeT Ha HAJINYHE
aHTUHYKJIeapHbIX aHtuTesll npotuB SS-A (Ro), SS-B (La). XapakrtepHo s
Cunnpoma Illerpena, CKB, nepmMaromMno3uTa, peBMAaTOMIHOTO AapTPHUTA,
cuctemHoi ckieposepmun (CCJL), mogocTpoit KOXKHON KpacHOU BOJTYAHKH.
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Puc. 7 I'panynsipHplii THI  cBeYeHHA

I'panynapustii mun sipnsercs HauOoJiee YaCTO BCTPEUAIOIIUMCS U,
OJTHOBpPEMEHHO, Hanbosee Hecnenupuueckum. MTHOTAA 3TOT TUTT CBEUEHUSI B
OTEYECTBEHHOM JIUTEPATYPE HAZBIBAOT «KPAMYaThIM» UIIA «CETYATHIMY.
3a00JIeBaHUM.

BrisiBnienus oueHb BoicOKUX TUTpoB AH®D (1:2560-1:10240)

C KPYRHOZPAHYIAPHBIM MUROM CBEUCHUS /Ipa OOBIYHO YKa3bIBAET Ha JMATrHO3
CMEIIaHHOTO 3a00JIeBaHUs COCIMHUTEILHON TKaHU U TpeOyeT 1000CiIeI0BaHuS
1151 BbIsiBIICHUS RNP-aHTUreHa, KOTOPBI SIBISIETCSI OCHOBHBIM CEPOJIOTUYECKUM
MapKepoOM ATOTro 3a00JIeBaHUS

Ta6anua Nel?2. I'panyasipublii THI  CBeYeHHUs!

3abosieBaHus OCHOBHbBIE AHTHUTECHbI
CKB, xoxnHas KB
C3CT RNP 60%
c. lllerpena Sm 30%
PA SSA-60 20%
CucTeMHast CKIE€pOIEpMHUSI SSA-52  40%
SSB 20%
JlepmatomMuo3ut
[Tomumuosut
AHTHTEIA K PUOOHYKJICONPOTEHHAM

(RNP-Sm kommiekc)
KpymnHsie sepHblie rpaHysibl— KPYIHOTPAHYJISIPHBIA TUIT CBEUEHUS pa
Coctour wu3 komiuiekca HykiaenHoBol kuciaotrel (PHK) u  Genkos,
coctapisitoux antureisl RNP (U1-RNP) B o6osiouke 1 Sm — aHTUTEH B
CepJILIEBUHE
Sm —scrpevaetcs nzonupoBano ocHoBHOUM Mapkep CKB
U1-RNP —BcTpedaroTcss COBMECTHO C Sm —OCHOBHOW CEPOJOTHUECKUN
MapKep CMEIIaHHOTO 3a00JIeBaHUS COCTUHUTENbHON TKaHU
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AHTHTeJIa K puOOHYKJIeonporenHam: SSA/SSB koMIuiekc

P
A
\VVOKi ..  UI-nRNP-speci
7 hY
s—_, [ - .
R 5 fic proteins

A 5 S ’u'only with U1-nRNP)

U(1-6)-RNS

@@ core proteins

{with all U-nRNP)

MeJikorpaHnyJsipHbIi THII CB€4YeHHSI —Hau0o0J1ee YacThIi

AHTHIeHBbI pacTBOpUMBbI— yTpadyuBaioTcs u3 HEp2 kierox

3 aHTUTreHA:

zSS-A 52 kDa —Ro0 52

zSS-A 60 kDa —Ro 60

zSS-B/La

SSA 52 —mnaubonee yactoe AHA, HecnennpuyHbiid, Mapkep OOJIBITMHCTBA
ayTOMMMYHHBIX 3a00JIeBaHUM

SS-A/60 —wuzomupoBano—CKB, coBmecTtHO ¢ SS-B —cunapowm Illerpena

Tabauna Nel3. /Ipyrue puGOHYKJI€ONPOTEHHBI

PuOoOHyK/I1€0IIPOTEHHBI 3a0os1eBanust

Scl-70— Mapkep AudGy3HOH CKISPOICPMUN
AHTHUCKJIEPOAECPMAIIbHBIN
aHTuTena pparmMeHT
TOMOU30Mepasbi-1

CENT A,B,C - CREST cunapom
IIEHTPOMEPBI

PCNA-Genok uKiIuH mapkep CKB
p32 - OenokK saepHbIN
aHTUTEH
npoJudepupyromux
kieTok (PCNA).

RiboP —o6emox Heiiponromyc
prubocom
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benox Ku —0enku CKB
SIEPHOTO MaTPHUKCa

benku snpeimka—~PM Ckneponepmus
(moammuo3sur)- Scl,
bubpumusipua, NOR

Jo-1 -TPHK-cuHTETa3BI IHomumuosurt
(aHTHTENA K TUCTUIMH-
TPHK-cunTteTase)

Mi2 —240 x/la 6em0k JlepMaTOMHO3UT
saapa

AHTHUTEJA K IHCTOHAM M HYKJIE0COMaM
SAnpo nykiaeocomei—H1, H2A/B, H3, H4 —ocHoBHbIe Mumiean H1 u H 2B
AHTHTENAa K THCTOHAM 1 HyKJIEOCOMaM HanOoJiee BTPEeUaroTCs MpU
JCKApCTBEHHON BOJTYaHKE, CKICPOJICPMUH, ayTOUMMYHHOM T'€IIATHTE
[Tpu tekapCcTBEHHOM BOTYAHKE OHH TOSBIISIFOTCS Ha (DOHE JICUCHUS 1
MCYEe3al0T B TCUCHUH IIOJIYT0/1a MOCIIe OTMEHBI
HyxeocoMbI peICTaBIISIOT OCHOBHYIO HMMYHOJIOTHYECKYIO MUIIICHB TTPH
CKB
AHTHTENA K HyKJIEOCOMaM BBICOKO creiuduIHbI, oTMedaroTcs y 50-60%
oosbHbIX CKB, MoryT ucnons3oBaThcs cOBMECTHO ¢ aHTuTenamu k acJIHK B
nuarHoctuku CKB

TabdanuaNel4. SinepHbie TUNIBI CBEYeHUS

Tun cBeueHust MulieHd  aHTHTEN 3a0oJsieBaHus
(mpumepsI)

['omoreHHsIl Xpomatun (nc/IHK, CKB, ckneponepmus
TMCTOHBI)

I'panynspubii Hyxkneonporennsl CKB, cMmemanHoe

(MeJKo- ; KpYIHO-) (RNP, Sm, SS-A, SS-B) | 3aboneBanue
COCJIMHUTEIbHON TKAHH,
JTACKOWTHAS 151
OA0CTpas KOJKHast
KpacHas BOJIYAHKA,
PEBMATOUIHBIN APTPUT,
FOBCHWJIBHBIN
PEBMATOUIHBIN APTPUT,
cunapoM [lerpena

SAnpBIIKOBBIMA Aunturensl sanpeimka | JAuddysnas
(ubpumsipun) CKJIEpOAEPMUS
enTpomepHbIi LlenTpomepa B Ckneponepmust

xpomocome (CENT-B)
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[uronnasmaTnyeckui AHTHUTEHBI AyTOMMMYHHBIE
mutomiazmel  (TPHK- | 3a6oneBanue  mneuenw,
CUHTETa3bl, PUOOCOMBI, | CHCTEMHAs KpacHas
OpraHeJibl) BOJTYAHKA, MOJIUMHUO3UT

[uTorutazmaTnyeckuii AHTHUTEHBI [lepBuuHbIi

(MUTOXOHIpUATILHBIN ) MHUTOXOHJIPHI OuIMapHbIA HIUPPO3

(aHTHreHbl  TUpYBaT-
JEKapOOKCUITaA3HOTO
KOMILJIEKCa)

Toukwu B Anpe Hyxineonporennst AyTOMMMYHHBIE

3a00JICeBaHHE TICUCHHU

Puc.8 Snepublii TN cCBeYeHNs TPAHYJIAPHBINA (KPYNHOE Kpanm4aToe)

Tabmuma NelS5. SlnepHblid TMII CBeYeHHMs TPaHYJSIPHbIA (KPyNHoOe U

MeJIKOe KpamyarToe)

S nepHblil THII CBEYCHUS IPAHYJISIPHBII OcHOBHBIE Berpeuarores
3a0oseBanus (kpynHoe | 3a0oJieBaHMSA AHTUICHbI AHTUTeHbI
Kpan4aroe cBe4eHue) (MeJkoe
Kpamniaroe
CBeYeHMue)
Cucremnas KpacHas Cucremnas nc/IHK 50%,
BOJIYAHKA KpacHast IMuctonst 30%
BOJIYaHKA Hyxiieocombl
CmMmernranHoe CHHIPOM 60% RNP/Sm
3a0oseBaHue [lerpena 10%
COEIMHUTEIBLHON TKAHU SS-A/60
cuHapoM PeitHo CwmemanHoe 20%
3a00JICBaHNE SS-A/52
COEMHUTENBHOMN (6enok
TKaHU
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CucremHas JIUTas3bl)

CKJICPOJICPMUSI BocnanutenpHbie 25%
cunypomM Illerpena MUOTIATHH

HenuddepenuupoBannoe

3a0osieBaHMe

COEIMHUTEILHON TKAaHU

S ApbLINIKOBBIA TOMOIreHHBLIArOMOreHHbIATHN cBeueHusi sigpa (AC-8)
yKa3bIBACT HAa HAJIMYUE aHTUHYKJIeapHBIX aHTHTeN MpotuB PM-Scl. Xapakreprno
st cuctemHon ckiepoaepmun (CCJ), aepMaroMuo3uta, MOJIOCTPON KOMKHOM
KpacHOM BOJTYAHKH.

S ApBIIKOBBIAT JbIOYATHIH THI cBeveHus sigpa (AC-9) ykaspiBaeT Ha
HaJIM4Me aHTUHykieapHbix aHTtuTen npotuB  U3-SNORNP/pubpumnapun.
XapakTtepHo ajisa cuctemHol ckiepoaepmuu (CCJ).

Puc. 9 SInppiikoBblIil THI CBeYeHUA

Ta6anua Nel6. AapbllikoBbId THII CBeYEHHUS

SINpbLIIIKOBLIN THII CBeYEHUS
3a0oneBanus OcHoBHbIC aHTHTEHBI | [Ipyrue
Huddy3Has Scl70 4/10
CKJICPOJICPMHUS PM-Scl 1/10 SSA52 -3/10
JlepmaTomMuoO3uT

HenTpomepubiii Tun cBeyenusi siapa (AC-3) (Dots>30) ykaswiBaeT Ha
Hajauuue aHTuHykJIeapHbix aHtuten npotuB CENP-A, B. Xapakrtepno s
cuctemuoit cknepoaepmun (CCJI), mepsuynoro Ounmuaproro mupposa (I1BII),
Cunapoma Illerpena.
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Puc.10 IlenTpoMepHbIii THII CBeYeHMS

Tabamnua Nel7. LleHTpOMepHBIH THII CBEYCHUSA

IleHTpOMEPHBIN THII CBEYECHHS
3a0os1eBanus OcHoBHbIe aHTUIeHBbI | /Ipyrue
Juddysnas Cenp-B 95% PM-Scl 1/12
CKJICPOICPMHUST Scl-70 20% SSA 52 3/12

CREST cunapom

MHo:kecTBEeHHBIH THII cBeyeHus: siapa (Touku B sigpe, AC-6 Dots 6-20)
yKa3bIBaeT Ha HAJIMYUE aHTUHYKJICapHbIX aHTUTeN npotuB SP-100. XapakTepHo
uist - mepBuyHoro OunmumapHoro 1uppos3a  (IIBLI), muddysHoit OGone3nu
coenunutTensHol Tkanu (JBCT), nepmaroMuo3ura.

I'oMOreHHbIH THII CBE€YEHHUsSl S1/IPA C TOHKUM JIMHEHHBIM CBEYeHUEM
siiepHoii Memopansbl (AC-11) yka3piBaeT Ha HAIMYHE AHTUHYKJICAPHBIX aHTUTEI
npotuB Lamin (mamuner A, B, C, win JaMUH-acCOIMHUPOBAHHBIC OCIIKH).
Xapakrepno ansa CKB, Cunapoma Illerpena, cepoHEraTUBHOTO apTpUTA.

Ilneomop¢Hublii rpaHydasipHbIi THN cBedeHMs sapa, S-paza —
nooxkuteabHo (AC-13) yka3plBaeT Ha HAIMYME AHTHHYKJICAPHBIX AHTUTEI
npotuB PCNA (AHTuTeNna K SA€pHOMY aHTHIEHY MPOJUGEPUPYIOIINX KIETOK).
XapaktepHo ans CKB, apyrux cocTosiHUi.

Il1eomopdHbIii MeJKOrpaHyJsAPpHbIA THN cBeueHus saapa, G-2 ¢a3za
nosoxkuteabHo (AC-14) yka3piBaeT Ha HaJIW4YMe AHTHHYKJICAPHBIX AHTUTEN
npotuB CENP-F. XapakTtepHo misi OHKOIOTHYECKMX 3a00JI€BAaHUNA U JIPYTUX
COCTOSIHUH.

Meaxkorpanysipablii Tun cBedyenus sapa (AC-26, chromatinnegative,
spindie (MuUTOTHYecKoe BepeTeHo) POSitive) yka3plBaeT Ha HAJIAYHUC
antTuHykieapubix anturen npotuB NUMA 1 (aHturena Kk MHUTOTHYECKOMY
anmnapary kietku). XapaktepHo maig CKB, cucremuoit cknepoaepmun (CCJ),
Cunapoma IllerpeHa, cMmemaHHBIX 3a00JICBaHUNM COCAMHUTEIHLHON TKaHH,
PEeBMATOUIHOTO apTpUTa, MEPBUYHOTO OmapHoro muppo3sa (I1611).
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Humonnazmamuueckue munvt céeveHus

MuTomnasMaTudecKui MEJIKOTPAHYJISIPHBIH, g dys3Hoe
OKpallMBaHHe IMTOILIA3MbI, HaJIOKeHHe KpynHbix Touek (AC-20)
yKa3bIBAeT Ha HAIMYKME aHTHHYKJICAPHBIX aHTUTEN MpoTuB JO-1. XapakTepHo ais
«aHTUCUHTETA3HBIA CHHIPOM», MOJIMMHO3UTA, JEPMATOMHO3UTA, JIOKAIBHOM
CCJl, uauonaTH4ecKoro MieBpajlbHOTO BHINIOTA.

IMonsipHoe HUTOMJIAZMATHYECKOE OKPAIIMBAHUE C OJHOW CTOPOHBI,
komiieke Toabmkn B nuromiaasme (AC-22) yka3plBaeT Ha HaIUYHC
AHTUHYKJICAPHBIX AHTHUTENI TPOTHB THAHTHH/MAKPOTOJBIKUAH, TOJIbKUH-
95/GM130, rompmxua-160, TOmbTKUH-97, TONBIKUH-245. XapakTepHO I
Cungpoma Illerpena (PEJAKO), CKB, peBmartouanoro aprputa, aud¢y3Hoi
oone3nu coenunutenbHo TkaHu ([IBCT), rpanynemaroza Berenepa,
UMOMATUYECKOW MO3’KEUKOBOM aTaKCUM, ApaHEOIUIACTUYECKON MO3KEUKOBOM
JereHepalu, BUPYCHBIX HHOEKITUIX.

Puc. 19.2. I'panynemaro3 Berenepa npasoit
opOuTHI

Puc.11l TI'panynemaro3 Berenepa wu AHIIA-acconunpoBaHHble
BACKYJIUTbI

Taboauuma Nel8. Anuturena k MPO (Muesionepokcuaase) BCTpedarTesi
MPH 11eJIOM psiJie BACKYJHTOB
3abosieBanus AHTHTEJIA
GPA -rpaHyieMaTo3 ¢ OJMAHTUUTOM (paHee
rpanysiemaro3 Berenepa)

D03WHO(PUIBHBIN TPaHyIeMaTo3 ¢ TOJUAHTUTUTOM cAHCA
(EGPA, panee cunapom Yapra-Ctpocca pAHCA
MuKpOnoIMaHTruonaTuu MPA-
V3eIKOBOM TOJIHAPTEPHUTE pAHCA
AHTHTENa  Takke  OOHapyKMBAIOTCA  TpHU
rIoMepyaoHedpuTax, HaIpUMep, npu

OBICTPONPOTPECCUPYIOIIEM TIIOMEpYJIoHehpUTE
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HuroniazmaTnyeckoe cBe4eHHe OT MEJIKOTPAHYJISIPHOTO 10
rOMOTe€HHOI0, TOYKHU B sifipe (CMeIIAHHbIN THI) YKAa3bIBAET HA HAIMYUE
aHTHHYKJICapHbIX aHTUTe] npoTuB Ribosomal phosphoproteins, Coilin.
Xapakrepno aist CKB, cucremuoit ckieponepmuu (CCJ), Cunapoma lllerpena,
nepBuyHOro Ounrapuoro nupposa (I1BL).

JMuddepeHunanbHas IMATHOCTHKA OBICTPO MPOrPecCUpPyYIOLero
rJioMepyJioHepuUTA U BACKYJIUTOB:

- aHTHTeNA K 6azanpHOi MemOpane kiryoouka (BMK), aatu-11P3, anTu-
MIIO

- aHTHTeNA K 0a3anpHO MeMOpaHe kiryooukoB modek IgA, IgM, 1gG
(autu-BMK, Glomerular Basement Membrane IgA, IgM, 1gG antibody, anti-
GBM)

Puc.12 [MuTomiazMmaTuvyeckoe MeJIKoe Kpanuyaroe
cBevyeHue. /lepmaToMuo3ur

Taboauma Nel9. IluromiazMaTuyeckoe MeJIKoe KpanmyaToe CBeueHue

Kiannunueckue 3aboneBanus | [loBbimenue JAnarnocruka
BAPUAHTHI MbIIIEYHBIX

(hepmenTOB
CummMmerpuyHas CucreMHas KoK, JIAI, | AH® ¢ auddy3nbim
c1abocCTh KpacHas aJIbJ10J1a3bI HUTOIJIA3MATHYECKUM
MPOKCUMAJTHbHBIX BOJTYaHKA CBeYeHneM
MBI BEPXHUX H
HIDKHUX
KOHEYHOCTEU
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CummeTpuyHas Bocnanurenn | JlaHHbie Nmmynobmor AHA nipu
c1aboCTh pie Muonatuu | SHMI MIOJIMMUO3UTE
POKCUMAJIbHBIX
MBI BEPXHUX H
HUKHUX
KOHEYHOCTEU
[Topaxenne mpiun | [lepsuunbiii AHTHUTENA Jol
TJIOTKH, TOPTaHH, | OMITHAPHBIN (anTHTENA K
MHIIEBO/A XOJIAHTUT TUCTUJIUHY),
[TopaxxeHre MBIIIIIY SRP (curnan
[JIOTKU, TOpPTaHH, pacro3Haromas
IMUIIEBOJA yacTtuna), Mi-2
Muanrum,
OTEK MBIIIII]
Koxnbie
MIPOSIBIICHUS

IIpu moJsiry4eHNH OTPULATENBHOTO pe3yabTaT B 90% UCKIIIOYaeT 1UarHo3
ayrouMyHHBIX 3aboneBanuii: CKB, muddy3Hol ckiepomepmMuu, CUHIpOMA
[llerpena, CREST-cunapoma, C3CT, Bropuunoro A®C; u B 80% wuckiroyaer
HamOoJsiee yacThle (OpPMBI ayTOMMMYHHOTO TmopakeHus nedeHu. AHOD
BCTpPEUACTCs OTPULIATEIbHBIM y eIMHUYHBIX 007bHBIX CKB, kKokHBIMU (DopMamu
KpacHOM BONYaHKH, MoauMuo3uToM, ADC, U KOHEYHO TpeOyeT Ha3HAuYCHUS
JOTNOJHUTENBHOTO o0cnegoBaHusi. OTCYTCTBHE aHTHUTEN K HYKI€OCOMaMm
3HAYUTEJIBHO CHMXaeT BepoATHOCTh CKB, B TOM umncie Takux KIMHUYECKUX
NPOSIBJICHUM KaK BOJYAHOYHBIA HEPPUT, OJHAKO HE HUCKIIOYAET HAIMYHUE Y
OO0JBHOTO KOXKHBIX (POPM BOJTYAHKHU.

MuroxoHaApHaJbHBIN / PETUKYJIAPHBINA THII CBEYEHHUS UTOIIA3MbI
(0osbIIMe NMTONIIA3MATHYECKHE TOUKH, PACIOJI0KEHHbIE B HUTEBUIHOI
cetn) (AC-21) yka3pIBaeT Ha HAIMYME AHTHHYKJICAPHBIX AHTUTEN TPOTHB
AMA-M2. XapakrtepHo 1 nepBUYHOro ousamnapuoro nupposa (I1BII).

IMoBbimenne AHA HaOmomaercs TpH SHIAOKPHUHHBIX 3a00J7€BaHUAX
(caxappom  nuabete l-ro THUIIA, THUPEOUIUTE, THUPEOTOKCUKO3E,
MOJIMPHJOKPUHHOM CHHAPOME), KOKHBIX 3a00JIeBaHUSX (TICOpHA3e, MMy3bIpUaTKe),
npu OEpEMEHHOCTH, MOCIe TPAHCIUIAHTALUA OPraHOB M TKaHEH, y OOJbHBIX Ha
reMoauanunse.

BaxHemmMu KpUTEPUSAMMU JUATHOCTUYECKOM OLEHKH ayTOMMMYHHBIX
MapKepoOB SBJISIOTCS ONPEAESICHUE TUTPA AHTUTEN U TUIA CBEYECHUS aHTUTEI
JIMarHOCTHYECKH 3HAYUMBIM CUUTaeTcsl TUTP aHTHTE 00see 1:80.
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[Tpu obocTpennn peBmMaTHuecKux 3abojeBaHMil OH mpesbimaer 1:640, 1:
1280, a B mepuon pemuccuu cHuxaercs no 1:160-1:320. Yem Oomblie
aQHTUTEJ, TEM BBIIIE TUTP.

[To Tumy cBeYEHUs] MOKHO YCTAaHOBUTh MHUIIIEHH aHTUHYKJICAPHBIX aHTUTEI,
4TO HMMEeT BaXHOE KIMHUYECKOE 3HAUCHHWE M ONpPEACNIIeT TaKTHKY
TaJbHEHIIIEro 00cIeI0BaHus NalMeHTa.

Ta6imua Ne20. Ilpuuunamu nosBbimienuss Tutpa AH® na HEp-2
KJIETKAX ABJSIOTCSH

No 3aboJsieBaHus

1 | Cucremnas kpacHasi BoayaHka (B 95 % ciiydyaes)

2 | JlepMaTOMHO3UT/TIOJTUMHO3UT

3 | Cucremnas cxiepoaepmus (B 60-90 % ciydaeB)

4 Cunnipom Illerpena (8 40-70 % cnyyaes)

3) CwMmenranHoe 3a00J1€BaHNEe COEMHUTENBHOM TKaHu (cuHipom [apna)

6 | Cungpom Peiino

7/ | luckouaHasi BOJTYaHKa

8 | JlekapcTBeHHas BOTYaHKA

9 | PeBMaTonaHbIi apTpUT

10 | HexpoTusupyoomuii BaCKyJIUT

11 | UHdexnnoHHbIi MOHOHYKIIEO3

12 | Jlefikemus

13 | 3nokadecTBeHHBIC HOBOOOpa30BaHU (TPEUMYIIIECTBEHHO JTUM(pOMa)

14 | Tspxenas MuacTeHUs

15 | UHdexunoHHbIM SHI0KAPAUT

16 | Xponudeckuii ayTOMMMYHHBIN T€TIaTUT

17 | [lepBuunblii OUIUapHBIA IUPPO3 MEUEHU

18 | TyGepkyes

19 | [THeBMOKOHMO3

20 | mHTepCTUIIMANBHBIN PUOPO3 JTErKuX

Ta6anua Ne2l. JloaKHONOJI0KUTETbHOMY Pe3yJabTaTy ClIOCOOCTBYIOT:
Ne IpuunHbI

Bospact crapme 60-65 | B 10-37 % ciayuaes
JeT
[Tpumenenue areTazojlaMu, KapOuaomna, XJI0poTHasu/,
JIEKapCTBEHHBIX XJIOPIIPOMA3HH, Kiopuopar,
IpenapaToB, KOTOpPBIC | ITOCYKCUMMU/I, CoJn 30J10Ta,

MOTYT  TPUBECTH K | rpu3eo]yiIbBUH, THApPATa3uH, N30HUA3U]I,
JICKapCTBCHHOMN BOMYAHKE | CONHM JUTHsI, METWIIONA, MepOpalibHbIC
KOHTPAIENI THUBBI, NEHUIIIIINH,
(dennndyTa3oH, (PEeHUTOUH, NPUMHUJIOH,
IpOKanHaAMUJ, TPONIITYPALINIl, XHHUIUH,
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pe3epIuH, CTPENTOMULIMH,

cynbpanmnamu, TETPaLMKIINH,
THUA3HUJIHbIC TUYPETUKU
[Tpuem IPEIHU30JIOH, JIEKCaMETa30H, METUIIPET

T'IFOKOKOPTHKOCTCPOHU 0B

Ba:knble 3aMmeyaHus

o IIpu CKB B 5% cnydaeB BcTpedaeTcsi OTPHULATENIbHBIA pe3yibTaT
nanHoro ucciuenoBanusi (AH®-orpunarensuass CKB). Torma st yrouHeHus
JIMarHo3a He0OXOAMMO OIPEETUTh anTuTena Kk SS-anturenam (Ro).

o [lonoxxuTenbHBIN pe3yNbTaT TECTa HE BCEr/Ia MOKET ObITh A0CONIOTHBIM
JI0Ka3aTeJIbCTBOM HaJIM4YMsI ayTOUMMYHHOT0 3a00J1€BaHus. Y 30POBBIX JIOJEH B
3-13 % cnydaeB Tutp AH® noBeimien u gqocturaer 1:320.

o IlosToMy pesynbTaThl TecTa HEOOXOIUMO OIIEHMBATh B KOMILIEKCE C
KJIIMHAYECKUMHU JIAaHHBIMU U IPYTUMH J1JA00PATOPHBIMU MTOKA3ATEISIMH.

o [ns Bepuduxanuu guarHosa TpH  TOJIOKHUTEIBHOM pe3yibTaTe
UCCJICIOBAaHUSI ~ PEKOMEHJIIyeTcsl  ompefenuth  crnenuduuHocts  AHA
HMMYHO0JI0TOM.

[Ipy TDOBBILIEHWH TUTpPA AHTUTEN CHIBOPOTKH, HPH MOJOKUTEILHOM
pe3ysbTaTe aHAIN3a XapaKTEPEH TUI CBEUEHUS sIIpa. DTO OOBSICHAETCS LIUPOKUM
CHEKTPOM aHTHUTEN, KOTOpPbIE HAXOAAT CBOM MUIIEHM BHYTPH KIIETKH.
Hab6mrogaercs Oonee 40 TUNOB CBEYEHMs, OAHAKO B KJIMHUYECKOW MpaKTHKE
uCrosib3yercsi 6 W3 HHUX: TOMOTEHHBIM, mepudepudecKuii, TpaHYISIPHBIi,
SIPBILIKOBBIN, IECHTPOMEPHBINA U [IUTOIIA3MaTHYECKNAN

Pedepencurie 3Hauenus: <1:80 oTpumarensHO

Berpeuaercs onvcanue 2 -X TUIIOB CBEYEHUS], IPU KOTOPOM OJMH B HU3KUX
TUTPaxX MAaCKUPYET Apyroi. Toraa, mpu BeISBICHUU MOJOKUTEIBHOTO pe3yybTaTa
AH® Heo0Xx01MMO yCTAaHOBUTH aHTUTCHHBIC MUIIIEHU AHTUHYKJICAPHBIX aHTUTET,
C TIOMOIIBIO JIONOJHUTEIBHBIX TECTOB, KAaK OMNPEAEIICHHE aHTUTENl K
nycnupanibhod  JIHK  w  aHTUTENn K  HyKJI€ocOMaM, HMMYHOOJIOTa
AHTUHYKJICAPHBIX AHTHUTEN, UMMYHOOJOTa AaHTUTEN TPU CKIEPOAECPMHUH,
MMMYHOOJIOTa AHTUTEN TpPU TOJUMHO3UTE U ONPEACNICHUS aHTUTEN K
KapIUOJIUIIVHY.

AytoumMMmMBblIe anTuTe 1A B fuarioctuke CKB
CucremaTHuecKue pPeBMATUUYECKU-BOCIAIUTENbHbIE 3a00JIeBaHUs, TaKHe
kak CKB u ee BapuaHThl, SBISAIOTCS MYJBTUCHUCTEMHBIMU 3a00JIEBAaHUSMHU.
AyToaHTHTEeJIa K  HaTMBHOW, aByxcnupaabHoi JIHK  asisrorcs
naToroHoMu4HbIM npusHakoM CKB u momumMo Sm ayToaHTUTEN, OTHOCATCA K
KpUTEPUsIM KilacCUpUKauu AMEPUKAaHOCKOHN KOJIJIETUH PEBMATOJIOTOB.

Onpenenenue BbicOKOAPPuUHHBIX aHTHTEn K AcJHK Ha kiaerkax
Crithidia luciliae
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OmnpenenstoTcsi METOAOM HEMPSAMON MMMYHO(IIIOOPECIICHIINA Ha CTEKIIE.
JInst  gaHHOTO WMCCIENOBAaHUS MCHOJB3YIOTCS  MPOCTEUIINE >KTYTHUKOBOTO
mukpoopranusma Crithidia luciliae, onn comepkaT KHHETOILIACT - OpraHEILIy,
conepxaiyio kosblieByro JIHK, koTopas npu moJio:kuTesbHOM pe3yJibTare
TeCTA OKPAIIMBAETCS B APKUM 10J104YHO-3€eJIeHbIN I[BET.

Omnpenenenue aHTU-nDNA MeTog0M HEnpsiMOil UMMYHOMITYOPECHEHITUH C
ucnois3oBanueM  Crithidia luciliae  menecooOpa3Ho KOMOMHHPOBAaTH €
ummyHopepmeHTHBIM  MetogoM (MDA). Opnako HWDA npaer Oombimoe
KOJIMYECTBO JIOKHOMOJIOKHUTENBHBIX PE3YJIbTATOB.

YacToTa mOJIOKUTEIBHOTO pe3ysbrata anTuTell K nNDNA npu onpeneneHnn
METOZOM HemnpsiMoir mMmmyHodmyopecniennmun Ha kietkax Crithidia luciliae c
WCITOJIb30BAaHUEM JaHHOTO Habopa coctaBwia g manueHToB ¢ CKB 68%,
ckaepoaepmueii 0%, ¢ PA 0%, koutponbsHas rpymma — 0%.

AT k nDNA cneuuduunst 111 CKB u peako BCTpedaroTcsi y NMallMEHTOB,
crpanaromux PA, CCJl wiu apyrumMu ayTOMMMYHHBIMH 3a00JIE€BaHUSMH.
HabGmogaercss HemocpenctBeHHoe yuactue aHTtu-ac/IHK 119G anturen B
MaTOTeHEe3€ Pa3BUTHUS BACKYJIUTOB U BOJIYAHOYHOTO HepuUTa.

MoryTt oOHapyx)uBaThcsi MpuOIN3UTEILHO Yy 40-70% OONBHBIX B aKTHBHOM
daze (uyBcTBUTENBLHOCTE — 91%, cieruduyaHocTs — 96%). BectpeuaeMocTs 1 TUTD
TUK aHTHUTEN KoJIeOJeTCsl B 3aBUCHUMOCTU OT AaKTUBHOCTH 3a00J€BaHUS C
TEHJEHUMEN K MCUYE3HOBEHHIO BOBPEMS MMMYHOCYINPECCHUPYIOMIEH Tepanuu U
NEepPHOJIa PEMHUCCHUHU.

[Ipy  mpoBeNeHUM  €XKEMECIYHOTO  MOHHUTOPUHIAa  KOHIIEHTpaluu
ayroantuten K nNDNA mno3BOIMT mpeAcka3aTh HAABUTAIOLIAKWCS pPELUIUB
3a0oneBaHusl. TUTPbl aHTUTEN TECHO KOPPEIUPYIOT ¢ KoHieHTparuend IgG-
conepxkamux [{UK B ceiBopoTke kpoBu 60sbHBIX CKB. TecThl Ha anTU-NDNA 1
TUTMIOKOMIUVIEMEHTEMHIO  SIBIIAIOTCS.  TUATHOCTUYECKUM HWHCTPYMEHTOM  JUISI
BBISIBJICHUS KaTETOpUM OOJIbHBIX C BBHICOKUM PHCKOM Pa3BUTHUS BOJYAHOYHOTO
riomepyionedputa. Habmonaercs npsimasi KOppessiiusl MEXIy HapacTaHHEeM
tuTpa aHTU-nDNA, BBIPaKEHHOCTHIO THUIIOKOMIJIEMEHTEMUU U TSHKECTHIO
BOJTYaHOYHOT'O HEpHUTA.

ncJIHK o6namaer crnocoOHOCTBIO CBSI3BIBATHCS € Oa3aibHOM MeMOpaHOM
MOYEYHBIX KIyOOYKOB, U MPUBOJUT K O0OpPA30BAHMIO MMMYHHBIX KOMIIJIEKCOB
HEIMOCPEJICTBEHHO B KIIyOOUKax. B TaHHOM naToreHese, HAKOIIEHUE UMMYHHBIX
KOMIUIEKCOB BEIET K aKTUBAIlMUM KOMIUIEMEHTa (C TOTpeOJeHueM ero
CBIBOPOTOYHBIX PE3EPBOB) M PA3BUTHIO BOCTIAJICHUS U TTOBPEKACHUS TKaHEH.

HabGnrogaeTcst koppensinusi TSAKECTH TIoMepyJioHeppUTa ¢ ypOBHEM aHTH-
nc/IHK 1gG antuten y mamuentoB ¢ CKB. KonmenTpaius maHHBIX aHTUTEN
BappupyeT npu uzmeHeHun aktuBHocTH CKB. Poct ypoBusa antu-ac/IHK 1gG
AHTUTENI B TCUCHUE HECKOJIBKUX HENIENb U CHIKEHUE COICPIKAHUSI KOMIUIEMEHTA
(xommoHeHTHl KomiuieMeHTa (3, C4) B OOJBIIMHCTBE CIIy4aeB SBIISIOTCS
MPEABECTHUKAMH KIMHUYECKOTO 000CTpeHUs. BBIABISIETCS CHUXEHUE YPOBHS
aHTUTEN HEMOCPEJACTBEHHO B MOMEHT OOOCTpEHHs TIIOMEpyJoHedpHTa.
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Bcetpeuaercs, korga y HekoTopbix nanueHToB ¢ CKB antu-ac/IHK anturena ne
BBISIBJISIIOTCSL.

B Takux ciyyasix, OTpULIATENbHBIN PE3yJbTAT TECTA HE BCErAa UCKIIOYAET
3a00JieBaHUE.

Pedepencunie 3HAYCHMS: OTPHULATEIbHBIA pe3yJjabTar -
daroopecuenTtHoe cBedenne (Turp) <1:10, mosoKMTENbHBIN Ppe3yJbTaT:
0osiee uam pasuo 1:10

Ta6anua Ne22. Onpeaesienne anturen K Ac/JlHK UDA-meTogom

PedepeHcHbIe 3HAYCHUSA 3abos1eBanust
<20 ME/mn OTPULIATEIIBHO CucreMHas KpacHas
Bosyanka (CKB)

20 - 25 ME/mMn1 | COMHHUTEIIBHO PeBMaTouHbIi apTpUT
I[HoBblICHME Cumpom [llerpena
ypoBHsi > 25 Crute

poepMus
> 25 ME/ma ME/m XPpOHUYECKUI aKTUBHBIN
MOJIOKHUTEJIbHO renaTuT
bunnapsslli THPPO3
Nudexmus,

BbI3BaHHAsi BUPYCOM
OnureitHa-bappa u
[IUTOMETAJIOBUPYCHAS
UHDEKIH.

Ta6auma Ne23. KayecTBeHHOe onpeaejieHue aHTUTE] Kiacca 1gG k
SIIEPHBIM H IUTOILUIA3MATHYECKHM AHTHUTE€HAM B CHIBOPOTKE MJIH TLIa3Me
YeJI0BeKa MEeTOI0M HMMYHO00J10Ta (TECT-MOJOCKH ¢ HAHECEHHBIMH

AHTHUTeHAMH)

Ne AYyTOaHTHTEJIA

dsDNA

Nucleosomen

Sm (Smith)

PO

Histon

RNP (anti-ribonucleoprotein)

SS-A/R060 6enku, cesazannbie ¢ PHK

SS-A/R052

PM —noaumuo3ut

SS-B/La (anturena k 6enky, cBsgzannomy ¢ PHK-monmumepasoii-3)
Scl-70 (aHTHCKIEpOJAEpMabHBIC aHTHTEIA C MOJCKYJISIPHOU
maccoi 70 x/la, anTuTena Kk Tonouzomepase 1)
Jo-1  Awntu-Jo-l-anturena (antutena Kk  ructuauH-TPHK-
CHHTETa3e) BIEPBBIC ObLIM OOHAPY)KEHBI B CHIBOPOTKE KPOBH
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OOJBHBIX MUO3UTOM

13 CENP-B Antunentpomepnsie antutena (antu-CENT-B
anTureny npoiandepupyromux kietok (PCNA)

14 AT x pubocomanpaomy 0eaky P (Ribo P)

AHTHTEJIA K HYKJIE0COMAM.

Anturena kK HKC BbISBISIIMCE TPEUMYIIIECTBEHHO Y OOJIBHBIX C TOPAKEHUEM
nouek (85%) u nuronenusimu (75%)

Ucnons3oBate antu-HKC u antu-acJIHK nns BeisBiaeHus 6onpHBIX CKB ¢
TSKEJIBIM T€YEHUEM BOTYAHKHU

Moryt ucnosib3oBatrbes st quarHOoCTUKM CKB mipu BBISIBICHUU BBICOKUX
tutpoB AHD

s CKB takske MoxkeT ObITh nepudepruuecKuii TUI CBEUCHUS

CxkpuHUHT 00J1e3Hell COeAMHUTEIbHON TKAHH - B KOMILIEKCHOE
HCCiIe0BAHME BXOIUT:

a) AHTHHYKJIeapHbIil pakTop Ha KieToyHo# i HEp-2 (AH®)

0) AHA-ckpun, 18 antunykieapubix ayroantutea (acJHK, Sm,
puoocomsl, ructonbl, RNP, SS-A 60 kDa, SS-A 52 kDa, SS-B, Scl-70, CENP-
B, Jo-1, AMA-M2, f-Actin, PCNA, PMScl-100) - cucremubIe BOCIIAIUTEIbHBIC
peBmatnueckue 3aboneBanus (CKB, CCJH, PA, Cunapom Illerpena, M,
Cunnpom Illapma) xapakTepu3yrTCs MPOU3BOJCTBOM OOJBIIOr0 KOJIUYECTBA
aHTUTEJ, HANPABJICHHBIX MPOTUB IUTOIJIA3MATHUYECKUX W/UIU aHTHUSJACPHBIX
AHTUTEHOB.

OIHOBPEMEHHOE HaXOXKJECHHUE IUTOIUIA3MATHUUYECKUX W aHTHUSACPHBIX
anturen ¢ noMoupro AHA-18 uMMyHO00/10Ta TO3BOJISIET ONPENEIINUTH
xapaktepHble mnpodunu s AuddepeHIuaibHON  AMArHOCTUKA CUCTEMHBIX
PEBMaTUYECKUX BOCTIAJIMTEIIHHBIX 3a00JI€BaHUIA.

JT0 KayecTBeHHOe ompeejgeHne (MOJ0KHTEJIHLHO/OTPHIATEIHLHO)
anTuTea kiaacca 1gG k saepHBIM M UUTOIIA3MATHYECKMM AHTHTE€HaM B
CHIBOPOTKE WJIM IJIa3Me YeJI0BeKa MeTOJ0M MMMYH00.10Ta (TECT-MOJOCKH C
HAHECEHHBIMU AHTHUT€HAMM)

YyscrBureiabHocTbTecTa: ASDNA-100%, Nucleosomen-94%, Sm-100%,
PO-100%, Histon-87%, RNP-100%, SS-A/R060-100%, SS-A/R052-100%, SS-
B/La-98%, Scl-70-96%, CENP-B-96%, Jo-1-100%
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Tab6muuma Ne24. OmnpeaesieHue aHTUTET TPH  PEBMATHYECKHUX
BOCHAJIMTEJbHBIX 3200/ 1¢BAHUSX, UX YACTOTA

actorta, % Tum aHTUTEN, aHTUTENAK ...
ds- Ss- r |SS-A |S S R |S |Jo
JHK |AH |m [(Ro) S- |m [N |c |1
K c B P |7
3abo- - (L /10
JICBaHUE T a) S
0 m
H
CKB >90 > 3 |10-30 (30 |10 |1
90 0 B} i 0
- 50 (30 |-
5 3
0 0
JIB* 30- |5
50 0
9
0
C. 10-30 |10- >
[Mapna/C3C 30 9
T 0
PA 30- |3 ]10-30
C. lllerpena 10-30 | 10- >90 >
30 90
Ckuepo- 10-30 | 10- 10-30 >
nepMa 30 2
dJ1, AM** 10-30 [10- 50
30 -
90

HCTHHHBIE aHTHUsIIepHbIe aHTUTeNa (ANA):
dsIHK, ss/IHK, ructonsi, saepusie PHK u JIHK
JKCTparupyemsblie siiepHble AHTUTEHbI:

Sm (Smith), n-RNP, Scl 70 u PM-1
HUTOILIa3MATHUYECKHE AHTUT €HbI:

SS-A (R0)*, SS-B (La)* u Jo-1

Pa3Bepuyrasi AuarHoctuka aHtugocpoaMnuIHOro CHHIAPOMA -
KOMILJIEKCHOE MCCJIeJ0BAHUE, B HEr0 BXOMT:
1) AHTUHYKJI€apHBIi pakTop Ha KietouHoi auHaun HEp-2 (AH®D) -
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2) 10 aatudochomumuaueix antuten IgM u 1gG (kapauonumuH,
dbocharuamnoBas kuciaoTra, (ochaTuauaxoiauH, GdochaTHAMIITAHOJAMUH,
dbochatuauiraunepoi, hochaTuIuIMHO3UTON, hochaTuanicepr, aHHEKCHH V,
B2-GP-1 u npoTtpoMOUH).

JT0 Ka4veCTBEHHOEe omnpeaejeHue (MOJIOKUTEIbHO/OTPUIATEIbHO)
antutea  kiaaccalgM  wulgG  k  dochoaunuaam  (KapaAUOJIMIIHUH,
dpocharuauioBas kuciaora, pocharuaniaxoauH, GpocharuanIdTAHOJIAMMH,
dpocharuauaranuepos, ¢pochaTuIWIUHOZUTO, (ochATUIAMICEPUH) U HX
ko(axkTopaMm (mIa3MeHHbIM Oesikam) - B2-ramkonporenH I, mporpomOuHs,
aHHEeKCHMH V B CHIBOPOTKEe MJIH ILIa3Me 4YeJIOBeKa MeTOA0M HMMMYHOO0J10Ta
(TecT-NMoJI0CKHU ¢ HAHECEHHbIMU AHTUTEHAMM.

s antudochonunuaHoro CHHAPOMa, BBIABICHUE aHTU(OCPOTUIHIHBIX
anturen (ADJIA) kak nabopatopHoro mapkepa ADC, onpenenseT NaToreHes3 ero
KIMHUYeCKUX mposiBIeHud. ADJIA BO3AEUCTBYIOT Ha MPOIECCHI PETYISIIIUU
CUCTEMBI CBEPTHIBAHUS KPOBH, C/IBUTAsl PABHOBECHUE B CTOPOHY TUIIEPKOATYJISIIUA
— TO ecTh TpoMOooOpazoBanus. IIporecc TpomOOOOpazoBaHUS BKIHOYAET
B3aumozeiictsue ADJIA ¢ pochonunuaamu MeMOpaH TPOMOOIIUTOB, YHIOTEIHS
(KIE€TOK, BBICTHJIAIOIIMX H3HYTPU KPOBEHOCHBIE COCYJbI) M CBS3aHHBIMH C
dbochomumuuamu  miasmMeHHbIMU  Oenkamu.  [lpu  ADC  noreHnmaibHO
HOpaXKaroTCsl COCYJIbI JII0OOro Kainbpa — OT KallWUIAPHOTO pycia 10 KPYIHBIX
apTepHii, U MPOSIBISIETCS YPE3BBIYAITHO PAa3HOOOPA3HBIM CTIEKTPOM KIIMHUYECKUX
MPOSIBJIICHUM 3a00JI€BaHHUS.

A®DIJIA - 3T0 ceMeiicTBO IMMYHOTIIOOYJIMHOB pa3HbIX Kiaccos (IgA, IgM u
IgGG), 1 pacno3HaIOT OMNpeAesieHHbIe y4acTKh MoJiekyn (ochomunuaos. Ilo
JTaHHBIM TIOCJIEIHUX HWCCIIEIOBAaHHUM, BBISICHHIOCH, YTO TJIABHBIMH MHILIEHSIMHU
ADJIA sBastorcss HE caMu POcPOTUNUIBI, @ CBA3BIBAIOLIMECS C HUMHU OEJIKH
11a3Mbl, Ha3biBaeMble Ko(MakTophl. JlaHHBIN KOMILIEKC KopakTop-Ppocdoaumnug
bopMUpyeT HOBYIO MOJEKYJISPHYIO IOCIEA0BAaTENbHOCTh, K KOTOPOil
BbIpabaTeIBalOTCs  cnenuduyeckne  antutena. ADIJIA  pearupyror C
reTeporeHHon rpynmnoi GocoaunuaoB U OEITKOBBIX AHTUTCHOB IIA3Mbl KPOBH,
K KOTOPBIM OTHOCSTCSI:

o pochomumnuIbI — KapJIUOJIUIIVH, dbochaTuamicepuH,
dochatuammuao3uTon,  dochatuamwdTaHoONaMiuH,  (GOCHATUAWIXOIUH U
dbocdharuamioBas KUCIOTa;

o IUIa3MEHHBIE Oenku — "KodakTopbl" — B2-raukonporerH I, mpoTpoMOuH,
TpoMOUH, IpoTeuH S, mpoteuH C, aHHEKCUH V.

Juarnocruyeckuii Kpurepuid antudocdoannuanoro cuuapoma (APC)

Anturena kx ¢ochomununam (ADIJ[) - 3TO0 ayTOMMMYyHHBIE, WU
ayroantutena kiacca 1gG u IgM, nelicTBYIOT TPOTUB OCHOBHBIX KOMITOHEHTOB
KJICTOYHBIX MeMOpaH - (oCchOTUIUI0B U, COOTBETCTBEHHO, IPOTHUB COOCTBEHHBIX
KJIETOK ¥ TKaHeW opranm3Ma. DPocPoaunuasl MOTYT OBITh OTPHUIATEIHHO
3apsHKEHHBIMU (ocharumuncepus, KapINOJIUIIHH ), MOJIOKHUTEIIBHO
3apsokeHHbIME  (pocaTumunuuosuton U (docdaTtuauiIoBas  KUCIIOTA),
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HerTpabHbIMU ((pochatummmxonun). Kierounpie MeMOpaHbl UTPAIOT BAXKHYIO
POJIb B MpoIlecce CBEPTHIBAHUS KPOBH.

A®DJI docharnauicepu, U3 aHUOHHBIX (OTPHUIIATEIBHO 3apsSKEHHBIX),
okazasicsi Haubosiee aHTUreHHbIM. Ha BHYyTpeHHEeH TOBEPXHOCTH TPOMOOIIUTOB U
KJIETOYHBIX MEMOpaH 3HAOTEIUS COCY0B HAXOAUTCS (hochaTUANICEPUH.

Hapyienrne HopMabHOTO (PYHKIIMOHHUPOBAHUS DHIIOTENHSI KPOBEHOCHBIX
COCYJIOB BBbI3BbIBalOT aHTUTena K Qochommnuaam (ADJI), npuBoas x
BacKyJonaTuu (Cy>KEHHE COCYIOB) W 00pa3oBaHUE COCYIUCTHIX TpomOOB. Bo
B3aumozeiicteun ADJI ¢ pocdonununamu, NPUHUMAIOT y4acTHe KO(aKTOPHI,
Takue Kak - 06era-2-TIMKOMPOTENH, MPUCYTCTBYIOMNUNA B HOPMAJIBHOH IJIa3Me U
UPKYJTUPYIOUINI B accolualuu ¢ JunonpoTenHamu (amonumornporenH H).
bera-2-rmukonpoTeHu oOnagaer €CTECTBEHHOMN AHTHUKOATYJISTHTHOU
aKTUBHOCTBIO.

Casi3piBanue aHTH(OCHOTUNUIHBIX AHTUTE € IHI0TETHEM COCYI0B B
npucyTcTBUM Oera-2-riiukonporenna npu APC, cTUMYJMPYHOT CHHTE3
¢pakTopa BuiuieOpanga, MHAYHUPYET AKTHBHOCTHL TKAHEBOro (axkropa
IHAOTEINATBHBIMH KJIeTKAMH, CTUMYJIMPYET NMPOoLecc reMOKOaryJIsium.

OnpeneneHrue BBICOKOTO YPOBHSI aHTHU(OCHOTUNUIHBIX AHTHTEJ
cBolicTBeHHO 1J1s1 aHTHdochoaunuaHoro cuvapoma (APC), s KOTOPOro
XapaKkTEepHO MOpPaKeHue COCYI0B cepaua, roJJOBHOr0 MO3ra, Ho4ek, ne4eHm,
HA/IMOYEYHHUKOB.

Boicokuid TUTp aHTUTEN K (ochonunuaaMm - BBICOKMH PHUCK Pa3BUTHS
TpoMOo3a BeH, WHpapKTa MHUOKapAa y MYKYWH, a y KCHIIUH - TOBTOPHBIX
BBIKUBIIIEH (Yalie B 2 U 3 TpuMecTpe OEPEMEHHOCTH).

AHTUTENna K QocdoaunuaaM KIETOK 3HIOTENHS COCYAOB NPHUBOIAT K
HApYIICHUIO PABHOBECHS MEXIY CBEPTHIBAIONIEH M TMPOTUBOCBEPTHIBAIOIICH
CHUCTEMaMU B CTOPOHY 00pa3oBaHus TPOMOOB.

Hapyiienuss MUKpOIMPKYIISIIIUU TPU OEPEMEHHOCTH MOTYT MPUBOJIUTH K
HapYIIEHUIO KPOBOOOpAIIeHUs] TaKKe M B 00JIaCTH TUIAIlEHTHI U JaXKe K
OTTOPXKEHHIO TJI0/A.

[Tpu ADC vacto HaOIIOJAETCS HAPYIIEHHE MO3TOBOIO0 KPOBOOOPAIIIEHHUS C
pa3BUTHEM WHCYJIbTAa, HEBPOJOTHYECKON TATOJOTUEH, TMOPAKEHUEM KOXKH
(ceTuaroe JIMBENO, KOKHBIC SI3BBI).

B 2 - 4% o6napy:xuBaroTcs auturena K gochoaunugam y 310pOBbIX
J0JIEH, Yallle MOKUII0T0, YeM MOJIOJIOTO BO3pacTa.

Ta6auua Ne25. Tlosbimienue ypoBusi ADC

Ne 3aboJsieBanus

1 PennmBupyromme TpoMO03bI COCYI0B, TPOMOOIMOOTHHU

2 TpomMOIuTonIeHus

3 [TpuBbIYHOE HEBHIHAIIMBAHUE OEPEMEHHOCTH (B/y THOENH TI0/a,

BBIKH/IBIIIH, TPEIKIIAMIICHS)
4 JloxHONOJIOKUTENBHASL peakuys Baccepmana
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3) Komnarenossl (cucremMHasi KpacHasi BOJTYaHKa, Y3€JIKOBBIN
nepuapTepuuT

Ta6auna Ne26. Ilosbienue ypoBusi ADC

Ne IlepBuunblii APC
NHCYynbTHI
WNHpapKThl BHYTPEHHUX OPTraHOB
[TaTomnorus cocyaos ["anrpena koHeyHocTeN
1 Tpombodiedut (Tpom603 TITyOOKHUX

BEH KOHEYHOCTEH )
PEUUIUBUPYIOIINE HEOOBSICHUMBIE
CIIOHTaHHBIE a00PTHI B | TpuMecTpe
2 | [IpuBBIYHOE HEBHIHAIIUBAHUE WA BHYTpUYTpoOHas Tuleih mioa
OepeMEHHOCTH BO |l - 1l TpumecTpe

pa3zsutne HELLP-cunnpoma npu
MaTOJIOTUU OEPEMEHHOCTH (TEMOJTH3,
TIOBBIIIICHHE aKTUBHOCTH
Ne4E€HOYHBIX (PEPMEHTOB, CHI)KEHHE
coJiepKaHusi TPOMOOIIMTOB)

Bropuunbiiit AQC
CBolicTBeHHA BOCHAIUTEIBHBIM, BUY undekius
3 ayTOUMMYHHBIM U Bupycusiii renatut C
MHQPEKIMOHHBIM 3a00JI€BAHUSIM CucreMHast KpacHasi BOJIYaHKa
4 3JI0Ka4E€CTBEHHBIE OITyXOJIN
5 IIpuém sekapCTBEHHBIX OpaJIbHbIE KOHTPALICIITUBBI,
IIpenapaToB IICUXOTPOIIHBIE CPEJICTBA

IIpucyrcTBHEe aHTUTEN K KAPAHOJUININHY, KOTOPbIE SBISIIOTCS OCHOBHOM
bpakiueit ADJIA, xapakTepHO 111 pa3BUTHS TPOMOO30B U TPOMOOIIUTONICHUIA.
[ToBBINIIEHHBIN TUTP aHTUTEN K KapAUOJIUITMHY Ha (OHE KITMHUYCSCKOU KapTUHBI
TpOMOO030B MO3BOJISET YCTAHOBUTH IMAarH03 aHTU(HODOIUIHIHOTO CUHAPOMA
"ADC".

AHTHTENa K aHHeKcuHY V. OtBoauTcs ocobasi pojib aHHEKCHHY V,
KOTOPBIM HEOOXOIUM ISl MpeaoTBpalieHus TpoMO0oOpa3oBaHHs B COCyAax
miareHTsl. OH mpeacTaBieH BO MHOTHMX TKaHSIX, HO B OCHOBHOM Ha
OHAOTETUANBHBIX KIETKaX W B IUIANIEHTe. AHHEKCHMH V TIpeloTBpaliacTt
CBEPTHIBaHUS KPOBH, KOHKYPHUPYS C MPOTPOMOMHOM ((paKTOp CBEPTHIBAHMS
KpPOBH) 3a CBSI3pIBaHUE ¢ (hochaTHIUICEPUHOM Ha 000JI0UKE KIICTOK SHIOTCIIHS U
Tpodobiacta. Mosnekysbl aHHEKCHHA V GOPMHUPYIOT OJOKUPYIOIIHIA CIION, U HA
MOBEPXHOCTH TpodobIacTa He MPOUCXOIUT TPOMOOOOpa3oBaHusl. A y OOJIBLHBIX
A®C, anTuTena K OenKy aHEKCMHY V BBITCCHSIOT €r0 C ITOBEPXHOCTH
HHJOTEIMOLMTOB M KJIETOK Tpodobiacta, 4TO COMPOBOXKIAECTCS TPOMOO30M
COCYJIOB IJIALIEHTHI U MoTepe OepemeHHOocTH. Yale aHTUTena K aHHEKCUHy V
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OOHApY)XMBAIOTCS ~ NMPU  BTOPUYHOM  AHTHU(POCHOIUMHIHOM  CHHAPOME
(Bo3HMKawmieM Ha  ¢oHEe  APYrMX  ayTOMMMYHHBIX  3a00JIE€BaHMiN),
COOTBETCTBEHHO, HAa MPAKTUKE B KIMHUYECKOW KapTUHE TAKUX MAIIMEHTOK Yallle
BCTPEYAETCS] CHHAPOM MPUBBIYHOTO HEBBIHAIIMBAHUS OEPEMEHHOCTH.

AHTHTENa K mnpoTpoMOMHy. Camasi OCHOBHAas MpUYUHA TPOMOO30B,
MPEXJIe BCEro BEHO3HBIX — ATO OHAPYKEHHE aHTUTE K TPOMOUHY. BoisBisercs
MOBBIIICHHBIH YpOBEHb aHTUTEN Kiacca [gM k mpoTpoMOMHY y MalMEeHTOB C
A®C npumepno B 30 %, a IgG - B 18 % cimydyaeB 3a00eBaHuUs.

AHTHTEJIAa K NIPOTPOMOMHY HA3HAYAKTCS MPHU HECOOTBETCTBUU
KJIIMHWYECKON KAPTUHBI OTPULATENbHBIM PE3YJIBTATAM TECTOB,
PEKOMEHIOBaHHBIX CUTHEEBCKUMU JTabopaTopHbIMU KpuTepusimu ADC
(BOJTYAHOYHBIN aHTUKOATYJISIHT, aHTHTENa KiaccoB IgM u IgG k kapanonununy
U B2-rnukonpoTenny I).

Habmonatores, yTo 0kosio 5 % 340pOBbIX JItOJIEH UMEETCSl MOBBIILIEHHBIN
tutp ADJIA, yame 3TO JMIA IMMOXWIOrO BO3pacTa — C BO3PAaCTOM IPOLEHT
A®DJIA-n03uTUBHBIX JItOAEH, He cTpaaatromux ADC, ypennunBaercs. TeHaeHIns
BBISIBJICHUS aHTU(POCHOTUTUIHBIX AHTUTEN YBEIUUMBACTCA TAKXKE Yy OOJBHBIX
BOCIMAJUTEIbHBIMUA, AYTOUMMYHHBIMH W HMH(PEKIMOHHBIMU 3a00JE€BaHUSIMHU
(cudpunuc, BUU-undexuus, BupycHsiii renatut C, repnec-BupycHast uHGEKIus),
37I0Ka4€CTBEHHBIMH HOBOOOPa30BaHUIMHU, a TAKKE HAa (POHE MpHUeMa HEKOTOPBIX
JIEKapCTBEHHBIX  MpenapaToB  (MCHUXOTPONHBIE  CPEACTBA,  OpaJbHBIE
KOHTpalenTuBbl). Bce BbIlle yKa3aHHOE CBHUJIIETEIBCTBYET, YTO JHO0OW U3
7a00paTOPHBIX NPHU3HAKOB NPH OTCYTCTBHM KIMHUYECKHX CHMIITOMOB HE
ABJISICTCS JOCTATOYHBIM YCIIOBUEM JIJIs MOCTAaHOBKMU auarnosa "AdC"

J{uarHocTu4ecKkue Kpurepuu aHTH(POCHOJIUIUAHOTO CHHAPOMA
Sydney Consensus Workshop (Miyakis et al., J Thrombosis & Haemostasis,
2006)

Kiaunnyeckue kpurepuu
1. Cocyauctbiit TpoMO03
2. AKyIIepcKO TMHEKOJIOTHUECKHUE MPOsBIICHUs (3aMepiiiasi 0epeMEeHHOCTh U

T.J.)

CepoJjornyeckue uccjae0BAHUSA:
1. Boa4aHOYHBIM aHTUKOATYJISHT
2. Anrturena k kapauonununy (IgG/IgM)
3. Anrturena k 6eta2 rimukonporeuny 1(IgG/IgM)
1 xkpurepunii + 1 kpurepuiit >APC
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Pz, 1. Comamon eemag y Gomacdt ¢ ASC

Puc. 13 Kiinnn4yeckue nposiBjieHusi aHTU(GOCPHOIUNNIHOTO CHHAPOMA

Taoaunma Ne27. KinHnuyeckue

Poc. 2 Xzcoametnme stk npasod S30e N
TROSRNEIERE MIMGHINONE KOICH LT 42 DOARE
[ e R P T T L

Pt 3 Mospaorsomnm madopind age ASC

NnposiBJeHUs aHTH(OCEHOIUITHTHOTO

CHHIpOMA
Ne | Opransl MUILIEHU [IposiBnenus 3a00J1€BaHMIA %
1 | [lepudepuaeckuit Tpom003 TITyOOKHNX BEH 64%
TpoMO03 Tpom0603 apTepuii/BeH
2 | HeBriHammBanue PagHui/Io3/HUNA BBIKUIBIIII 63%
Pannue pojibr
3 | PeBmaTuueckue Aprtpanrus 68%
KOOI Aptpur
4 | HeBponoruueckue MurpeHb 66%
IIOSIBJIICHUSI NHCcynpT
5 | KoxHble MpOsIBICHHUSI Livedo reticularis 40%
S13BBI HOT
6 | I'emaromnorus TpomMOomTONIEHUS 30%
I'emonuTHyeckast aHemMust
7 | Cepneunnie VToJieHue KianaHoB 27%
MIPOSIBJICHHUSI NudapxTr muokapua
8 | Jlerounsie TOJIA 20%
TIPOSIBIICHUS Jlerounas runepTeH3UsA
Ta6auma Ne28. JlaGopaTtopHas amarHoctuka ADC
Ne HccienoBanue Pedepencunie
3HAYEHUs
1 Koarynoruueckue tectoli: AUTB u
BOJTYaHOYHBIA aHTHKOAryJIsSHT (BAK)
<10 Ex/ma.
2 Antutena k kapauonununy IgG, A, M
3 Antutena k kapauonununy IgG/IgM
4 AHTHTena K Oera 2-TIUKONPOTCHHY
(IgGAM)
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5 AHTUHYKJICAPHBIN (haKTop U Apyrue
aHTHHYKJICApHbIC aHTHUTEJa

AHTHTENA K KapIUOJIUTIMHY, B 2riaukonpotenHy 1 BAK mMoryT ObITh
TPaH3UTOPHO MOBBIIIECHBI TOCIIE BUPYCHBIX HHPEKIHI — TpeOyeTcsi MOBTOPHOE
omnpezenenue yepes3 3-6 mec

Oo6cnenoBanue npu CKB n- B kOMILIeKCHOE HCCJIEIOBAHNE BXOIUT:

1) Onpenenenne BbicokoadduuHbIX anTHTEN K ac¢ JJHK Ha kietkax
C.Luciliae

2) Antunykieapssliil Gpakrop Ha kierouyHou smHuN HEp-2 (AH®)

3) 10 antudochomumuaneix anturea IgM u 1gG (kapauonumuH,
dbochatuamnoBas kuciora, (ocharununxonut, GochaTuauIITAHOIAMUH,
dbochaTuauIraunepo, dbochaTuIUITMHOZUTOI, dbochatuauicepuH,
anHekcuH V, B2-GP-1 u npoTpoMOuH).

2.5 PeBMaTONAHBII apTPUT

CxpuHuHT peBMaTouaHoro aprpura (anti-CCP u P® IgM) —
KOMILJICKCHOE MCCJICI0BAHNEB HEr0 BXOIMT:

1) AHTHUTEIA K MUKJINYECKOMY IUTPYJINH-COePKALEMY NENTULY
(anti-CCP) — necmotpst Ha To 4T0 PD® IgM MOXHO OOHapYXHTh B CBIBOPOTKE
nanueHToB ¢ PA B 70-80% ciydaeB, OH HE SIBISIETCS CTPOro creUu(DUUHBIM IS
PEBMATOUIHOTO AapTPUTAa W HAXOAUTCA B CBHIBOPOTKE MOJOABIX 3I0POBBIX
JIOHOPOB B 1-4%, a y nuil moxunaoro Bo3para B 25%. B otinuune oT aHTUTEN K
[ILII1, anTuTEeNna K 3TOMY CHHTETHUYECKOMY MENTHIY OOHAPYKHBAIOTCS YK€ Ha
paHHUX CTaausx 3a00JeBaHUS W HMEIOT BBICOKYIO IIPOTHOCTHYECKYIO
3HAYUMOCTb.

K aHTunutpyimHoBbiM  aHTuTenaMm  oTHocutcss  AIIIIL.  JlanHble
ayTOAHTUTEHBI, COJIEPKAIUX UUTPYJJIMH, CBONCTBEHHBI JISI PEBMATOWUIHOIO
apTpuTa, IBUINCH BAJKHBIM OTKPHITUEM PEBMATOJIOTUU IMOCIEIHET0 BPEMEHU B
00JIaCTU  CEepPOJIOTUYECKOM JUAarHOCTUKHU. I[IUTpymiImH HE OTHOCHUTCS K
CTaHJAPTHBIM aMUHOKHCJIOTaM, BKJIFOYAIOIUMCSI B OCJIKM MPU UX CHUHTE3E, OH
oOpa3zyeTcst B pe3yJibTare nocieayomeid MoaupuKau apruHiuHa.

NHnykTopoM 00pa3oBaHUs aHTUTEN K MUTPYJTMHUPOBAHHBIM MENTHIAM B
MEXaHU3Me pa3BUTHS PEBMATOUTHOTO apTpura ONPEACIISIOT
UUTPY/UIMHUPOBAHHBIA ~ (UOpPUH, KOTOpPBHIA B  OOJBIIOM  KOJIMYECTBE
HAKaIIMBaeTCsl B  BOCMANEHHOW CHHOBHAJIBHOW oOomouke. Takxke K
UUATPYJUIMHUPOBAHHBIM ~ QHTUTE€HAM  CHUHOBHUAJIBHBIX  TKaHEW  OTHOCAT
UTPY/UIMHUPOBAHHBI  BUMEHTHH. B  mpomecce pa3paboTku  MeETOIOB
OTIPEJICIICHHS AHTUTEN K ITUTPYUIMHUPOBAHHBIM aHTUTEHAM ObLIO TTOKa3aHo, YTO
WCIIOJIb30BAHUE CUHTETUYECKUX IHKIMYECKUX (POPM IUTPYUTMHUPOBAHHBIX
MENTU0B 00eCTieurBaeT OOJNBIIYI0 YyBCTBUTEIHLHOCTh TE€CTA, CPABHUTEIBHO C
UCIIOJB30BAaHUEM  JIMHEWHBIX  MENTUAOB. AHTUTEIAa K  IUKIUYECKOMY
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UTPY/UTMHUPOBAHHOMY TIENTUAY B HACTOSIIIIEE BPEMS SUTIIOTCS HHOOPMATHBHBIM
CEPOJIOTMYECKUM MapKEepOM PEBMATOUIHOTO APTPUTA.

AIILII yacto BeIsSBIsAETCS TOJMBKO B 30% cilyda€B CepOHEraTUBHOTO
PEBMATOMIHOTO apTpuTa (OTPULIATETBHOTO 1O PEBMATOMAHOMY (aKTOpPY).
Omnpenenena 1eaecoo0pa3HOCTh MPUMEHEHUS TOTO TECTa B paHHEHN JUarHOCTUKE
apTpUTa M B LIEJIIX MPOrHO3a HEIABHO PA3BHBUIEIOCS PEBMATOWIHOIO apTpUTA
(ALLLIIT Gosbliie accOUUUPOBAH € MPOrPecCUerd U SIPO3UBHBIMU apTPUTAMU, YEM
peBmarouanbiii  (akrop). Ilpumenenume ALl B mensx MoHUTOpUHTA
aKTUBHOCTU TMpOIecca HE PEKOMEHJOBAHO (KOppENsIuu ¢ Mapképamu
aKTUBHOCTH, B T. 4. COD, CPb, He BBISABIIEHO).

PedepercHple  3HaueHMs  UId  KOJHMYECTBEHHOIO  OOPENECIICHUS:
oTpulaTesibHO — MeHee 30e/1/MI1, TOJ0KUTENIbHO — OoJiee uir paBHo 30 en/mil.

2) Onpenesienne |lgM pesmaTonaHoro ¢pakropa (PD)

Ot10 KonmmuecTBeHHBIN DA MeTo1 onpeiesieHs] aHTUTEN Kilacca M.

PedepencHble 3HAUCHUSA:

1. orpuniatensHo (Menee 10,0 1U/ml),

2. cepas 30Ha (10-15 1U/ml),

3. monoxurenbHo (6omee 15 1U/ml)

Antutena PO MoryTt otHOcuTCs KO BeeM kiaccam IgM, 19G, IgA, npuuem
IgM  BcTpeuaroTcsi yaie Bcero y mainueHToB ¢ PA. DkcTpaapTUKyIspHBIC
MPOSIBJIICHMS], B IEPBYIO OU€peab, MOTYT ObITh accolrupoBanbl ¢ IgA. Bricokas
koHueHTparus IgG umeer ananormyHoe |gM mposiBneHue y manueHToB C
TSDKEJIBIM TEUEHHEM OOJIE3HU, BBIpAXKAIOIIEECs B MPOTPECCUPYIONICH 3pO3un
CyCTaBOB.

Ta6auna Ne29. CepoJsiornueckue MapKepbl peBMATOUI0T0 apTPUTA

AYTOaHTHTEJI0 Onucanue Yacrora
PeBmartounaHbIi GakTop Waaler, 1940 80%
AnTuHyKIeapHble antuTena | Beck, 1964 30%
Antutena k RA-33 Hassfeld et al. 1989 | 50%
AHTHIIEpUHYKJICAPHBIT Nienhuis et al. 1964 | 50%
dakTop

AnTHKepaTHHOBBIC aHTHTENa | Young et al. 1979 40%)

Antutena k  BuMmeHtuny | Despres N et al 1994 | 30%
(SaanTturen)
Anturena x mmkimueckomy | Schellekens GA et al. | 70%
HUTPYJUIMHOBOMY MENTUIY 1998, van Venrooj et

al. 2000
AHTHTEJIA K Bang et al. 80%
MOAU(PUIHPOBAHHOMY 2006
HUTPYLIHHOBOMY
BHMEHTHHY
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JIpyrvue aHTUIUTPYJIMHOBBIE aHTUTEIA 50-80%
(IMTPpYJUTMHUPOBAHHBIE (PUIIATTPHUH,

uTpyUIMHUpoBaHHbIN 1gG, nentuast BOB) —
2005-2008

3) AnuTuTena k kepaTuny (Anti-keratin antibody, AKA)

BoisiBieHo Haume aHTuTen K KepatruHy (AKA) kak oauHM U3
CHeM(PUUIECKUX CEPOJOTHUECKUX MapKEPOB PEBMATOUTHOTO apTpuTa. JlaHHoe
WCCIICJOBAHUE COIPSKEHO C TPYyNIOM TECTOB HA HAJIMYHME AaHTUTEN K
LUATPYJUIMHUPOBAHHBIM AHTUTE€HAM, K KOTOPOM OTHOCST TaKUE HCCICHOBAHUS,
KaK OIpejeliecHue aHTUIEPUHYKJIeapHOro (akTopa M TECT Ha aHTUTela K
HUKINYECKOMY HUTPYJUIMH-COAEPKAIIEMY NENTULY.

OrnpeneneHne aHTUKEPATUHOBBIX aHTUTEN BayKHO JJIsI pAHHEN AUArHOCTUKU
peBMarongHOro aprpura. VX Hajmuuue MOKET MPEALIECTBOBATh KIMHUYECKUM
OpOSIBICHUSIM  3a00J€BaHUS — B PETPOCHEKTUBHBIX HCCIEIOBAHUAX Ha
3aMOpPOKEHHBIX MPOOax ChIBOPOTKU MOKa3aHO, 4TO B 4yeTBepTU ciiydaeB AKA
MO’KHO BBISIBUTB 3a 5 JIET U MEHee A0 1e00Ta peBMaTouaHoro aprpura, B 10%
ciydaeB —3a 5 - 9 nert, B 8% ciydaeB — 3a 10 u Oosee Jer.

JIaHHBIE aHTHUTENA MOTYT BCTPEYATHCS y NMAIHMEHTOB C CEPOHEraTUBHBIM
PEBMATOUAHBIM APTPUTOM.

B ornmmuun ot peBmarounHoro dakrtopa, mis AKA xapakrtepna Ooliee
BbICOKas crielu(puaHOCTh (88 - 99%), mpu Oosiee HU3KOM YyBcTBUTENbHOCTH (40
- 60%).

BbISIBIEHO y ManMEHTOB ¢ PEBMATOUIHBIM apTpUTOM, IpucyrctBue AKA
ACCOLIMMPOBAHO C TSKECTHIO 3PO3UBHBIX MTOPAKEHUM, BBICOKOW KOHLIEHTpalUen
HUPKYJTUPYIOIIUX UMMYHHBIX KOMILJIEKCOB.

1) Tammua Ne30. Onpenenenue anturesa K keparuny (Anti-keratin
antibody, AKA)

Ne | [Toka3zanus Pedepencubie IHoJi0:kUTENBHO
3HAYEHUs
1 HuddepenunanpHas PeBmaronHbIi
JIMAarHOCTHKa CyCTaBHOTO apTpuT
CUHAPOMA HESICHOTO TeHe3a
2 | Panuss JTMarHOCTHKA Cucremnas
PEBMATOUJHOTO apTpUTa <1:10 KpacHas
(OTpULIATENIBHO). | BOIYAHKA
3 |B mensx OUEHKH  TSKECTH Cunapom
NaTOJIOTMM W TPOrHO3a MIpH [erpena
PEBMATOUTHOM apTPUTE

Pa3BepHyTas cepoJiorusi peemaronaHoro aprpura (AH®, anti-CCP u
P® IgM) —koMILIeKCHOE UCCIeI0BAHUE B HET0 BXOIUT:
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1) AnTuHyKI€apHbii (hakTop Ha KietoyHou uauu HEp-2 (AHD)

2) AHTUTENA K IUKIMYECKOMY IUTPYJIUH-COJIEpKAIIEMY TMENTHIY
(anti-CCP) metomom MDA

3) Omnpenenenue IgM pesmarougnoro gakropa (P®) meronom NOA

BackyJuThl M1 ayTOMMMYHHBIE TIOPaKeHUsI MOYEK.
1) InddepenuuaibHasi JTHATHOCTHKA OBICTPONPOrPeCcCHPYIOIIEro
riomepyioHedpura u BackyauToB. ANCA aHTHTENna ¢ ONMUCaHUEM
TUTl CBEYCHHUS M TUTPA, C OMpPEIeIeHUEM TPEX aHTUTEN (aHTUTENA K
0azapHOI MeMmOpane kiryoouka (GBM), antu-I11P3, antu-MPO)

JlanHbIii TecT wucmonb3yercss B amarHoctuke GPA -rpanynemarto3a ¢
nosuanruuToM (paHee rpaHyieMaro3 Berenepa). BoiesHu, mpu KOTOPBIX
UMMYHUTET HampaBlieH MPOTUB HOPMAJIbHBIX KOMIIOHEHTOB 0a3ajbHOM
MeMOpaHbl KITyOOYKOB MOYEK U aIbBEOJIIPHOTO SIUTEINHSI, aCCOIIMUPOBAHHBIE C
TUM BHJIOM aHTUTE] OTHOCATCS K PEIKO BCTPEYAIOIIUMCA AyTOMMMYHHBIM
3a00sieBaHUSIM. BBISIBIEHO, YTO OCHOBHAs aHTUI€HHAs MUIIEHb ISl aHTUTEN
naHHoro tumna sBisgercs anbda-3 menmum NC1 nmomena kosutarena |V o Tuma,
MPUCYTCTBYIOIIETO B TMOYKax, JErKUX, XPYyCTaJuKe, MO3re M sHM4YKax, HO,
OUYEBHJIHO, 0oJiee JOCTYMHOTO Ha YpPOBHE KIyOOYKOB TIOYEK BCIIEJCTBUE
YHUKAJIbHBIX 0COOCHHOCTEH UX CTPOCHHUS.

BozneiictBue ¢GakTopoB, HApPYIIAONIMX IEJIOCTHOCTh aIbBEOJISPHOTO
snuTenus (KypeHue, BO3ACHCTBUE NPYTUX BABIXAEMBIX TOKCHYECKHX BEIIECTB,
pecnupaTopHbie HHPEKIIUN) TPUBOIAT K TIOPAKEHHUIO JICTKUX.

B pesynpraTe aKkTMBAnMuW TMOA  JCUCTBHEM  AHTUTEI  MECTHOTO
UMMYHOTIATOJIOTHYECKOTO TPOIecca Pa3BUBAIOTCS KIMHUYCCKUC TPOSIBICHMUS,
BKJIFOYAIOIIME TATOJIOTUIO TIOYEK, BIUIOTH M0 OBICTPO MPOTPECCUPYIOIIETO
rioMepyjaoHedpuTa, JETOYHBIE  KPOBOTEUYECHMsS, TMPU3HAKK  CHUCTEMHOM
MATOJIOTHUH.

GPA -rpanyneMato3 ¢ mojuaHruuToM (paHee rpaHyjemaro3 Berenepa)
BKJIIOYAET COYETAaHUE TJIOMEpYyJoHehpUTa M TEMOPPAruYecKOro ajlbBEOJIUTA
(moue4yHO-NE€rouHbI cuHApoM). s nmaHHOTO 3a00JIeBaHUSl  XapaKTepHa
reHeTHYecKasi MpelpacioyioKeHHOCTh, W YacTOTa JIaHHOW TAaTOJIOTUU BHIIIIE
CpeIr MY>KUHH.

[Tpu mosBIEHNN KIMHUYECKUX CUMITTOMOB, PAHHSS TUArHOCTHKA SBISICTCS
KpailHe BaXHBIM IS Ha3HAYCHHWS aJCKBATHOTO JICYCHHWS M IPOTHO3Q
3a00JIeBaHUSI.

JIMarHOCTUYECKUM KPUTEPUEM OIPECICSeTCS BBIIBICHHE aHTUTET K
OazanbHON MeMmOpaHe W mo3BoJisieT AuddPepeHITupoBaTh aCCOIMUPOBAHHYIO C
HAUMH TIATOJIOTHIO OT JIPYTUX TPHYUH JIETOYHBIX KPOBOTEUYCHUN U
rIioMepyJaoHedpura.

B TpeTu cnydaeB y ManueHTOB BBISBIISIOTCS TaK)Ke aHTUTENA K IIUTOIIIa3Me
ueitrrpoduios (ANCA).
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Taoauma Ne3l.

I[l/IaFHOCTI/IKa BaCyJ/IMTOB - aHTHUTCJIAa K HOUTOILIA3MC

ueiitpodunos (ANCA).
Ioxka3zanus Pedepencusie | [1010KUTENBHO OTpunarennb
3HAYEHUsl HO
GPA - GPA -
TpaHyJIeMaTo3 C rpaHyiemMaTo3 ¢
MTOJITMAHTUUTOM MOJIMAHTUUTOM
(TTOYeUHO-TIETOUHBIH (panee
CUHIPOM; TpaHyJIeMaTo3
CHUMIITOMBI ~ OOIIETo Berenepa) 1. Orcytc
HEJIOMOTaHus, (mouevHo- TBHE
OCTpBIE, 0OBIYHO NETOYHBIN aHTUTE
OBICTPO OTPHULIATETHHO CUHIPOM); hi§ K
nporpeccupytomue | (<20). 0azab
TJIOMEPYIOHEDPHUTHI, bricTpomnporpec HOWU
NErOYHbIC CUPYIOIIUN MeMOpa
reMopparu, 4acto rJIoMepyJIoHedp HE
MPEIIIECCTBYIOINE UT, KIIyoou
Hepputy) OCJIOKHEHHBIN KOB
oOpa3oBaHUEM
AHTHUTEI K
0azasibHOM Huzkue
MeMOpaHe TUTPBI
KITyOOYKOB; aHTHUTE
hi§

Anti-GBM 6oite3ns,
pa3BUBAOIIAACS Y
YacTH TAIMEHTOB C
CHUHIPOMOM
Aunmopra
(HaciencTBEeHHAs
aHOMaJIHSI
koJitarena 1V tuna)
nocyie  nepecajku
TTOYKHU

TyGynountepcTuim
aNbHAs MATOJIOTHUS
MOYEK, CBSI3aHHAS C
aHTUTEJIAMHU K
0a3anpHOM
MeMOpaHe
KJIYyOOUKOB
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JIOKHOIIOI0KUTEIbLHEIC pe3yibTaTbhl MOT'YT OBITH CBSI3aHBI C BBISIBICHHEM
AHTHUTCII, CBA3BIBAIOIIUXCA C APYIMMHU LCILIMU KOJIJIArCHa V.

KauectBennoe onpenenenue anturen IgG k muenonepokcunaze (MPO),
npotenHase 3 (PR3) u rmomepynsipHoii 6a3ansHoi MemOpane (GBM — komnaren
I\VVa3) B chIBOpOTKE MM TTa3Me KPOBH YEJIOBEKA.

JlanHoe wuccneoBaHUE -  MMMYHOOJOT (TECT-MOJ0CKa) OCHOBAaHO Ha
npunuune VDA, [gaer KayeCTBEHHBIA OTBET: MOJOKHMTEJIbHO HJIH
OTpULATEJbHO!

AnTtnHeWTpodwIbHEIe — mmTomazMaTtuueckue — anturena  (ANCA)
NPEACTABIAIOT  cOOOM  Trpymmy  aHTUTEN,  HAlpaBJIEHHBIX  MPOTHUB

IIUTOTUIa3MAaTUICCKUX AHTUTCHOB HEUTPODUIBHBIX TPAHYJIONHUTOB. [ JTaBHBIM
00pa3oM OHHU aCCOIMMPOBAHBI C BOCTIATIUTEIBHBIM 3a00JIeBaHHEM KPOBEHOCHBIX
cocynoB. Pazmuuaror nuromnasmaruueckue (CANCA) u nepunHykiieapHbie
(pPANCA). B kauecTBe OCHOBHOTO AaHTUI€HA I IIUTOIUIA3MaTHYECKUX
ompejienieHa TmporenHasa 3. AHtuTena K PR3 mposBisiior  00nblinyio
cieunuIHOCTh B auarHoctuke GPA -rpaHyiemMaro3 ¢ MmojuaHruuToM (paHee
rpaHyieMarto3 BereHnepa) HOCOTJIOTKH, a TakK)Ke MOYKH M JIETKOro. AHTUTENA K
MPO BcTpeuaroTcs pH 1EJIOM psiJIe BACKYJIUTOB, HAIPUMEDP, MUKPOCKOTTUYECKOM
dbopme TOJIMAHTUUTA, HO3WHOGUILHOM TpaHyJIeMaTo3€¢ C TOJUAHTUTUTOM
(EGPA, panmee cunapom Yapra-Ctpocca), a TaKkKe TIPH Y3EIKOBOM
MOJIMAPTEPUUTE, AHTUTENA TaKXKEe OOHAPYKUBAIOTCA MPHU TIIOMEpyAoHEePpUTTAaX,
HanpuUMep, MPHU OBICTPOIPOTPECCUPYIOIIEM TIIOMEPYIOHEDPHTE.

K ayronmmyHHBIM 326051eBanmsIM TTouek oTHocuTcsi GPA -rpanynemaros ¢

MTOJITMAHTUUTOM (panee TpaHyJIeMaTo3 Berenepa), KOMOUWHAITUS
rJIOMEpyJIOHE(PHUTA B TTyJIbMOHAPHON TEMOPPArkuy ¢ BBICOKOM CMEPTHOCTBIO MPH
OTCYTCTBHH JICUCHUSI. HanHoe 3a0oJieBaHNe XapaKTepU3yeTcs

MaTOrOHOMUYECKUMHU ayTOAHTHTENIaMU, KOTOPhIE HAKATUIMBAIOTCS Ha 0a3aabHOM
MeMOpaHe riomepyisipHoro ammapata (GBM) u gBisitoTcst HemoCcpeaCTBEHHOM
NPUYUHON TIoMepysnoHedpuTa. B KkauecTBe IEIEBBIX AHTUTEHOB ayTOAHUTEIN
unentuduimponan foMeH NC 1 nenu a3 koymtarena — IV (koMIoHeHT 6a3anbHOM
MeMOpaHbl TJIOMEPYJISIpHOTO armmapara). Takum 00pa3oM, TMOITBEPKICHHUE
antuten BMK (GBM) mno3somsier ommuuth GPA  -rpanyiemaTo3 c
nosuanruuToM (paHee rpaHyieMato3 Berenepa) oT Apyrux ayTOMMMYHHBIX
3a00JIeBaHUH TTOYEK.

3) AnTHTeNa K MueJonepokcuaase (anti-MPO)

KonuuectBennoe onpenenenue antutenlgG k muenonepokcunaze (MPO) —
SAnepusie ayroantutena (pANCA) B OCHOBHOM CBSI3aHBI C PEaKTUBHOCTHIO
MUEJIOTIEPOKCU/Ia3bl JIOKAIM30BAHHOW B TEPBUYHBIX TpaHyJaX HEUTPO(DUIIOB.
Aytoantutena k MPO koppenmupyiOT C HIMONATHYECKUM BaCKYJIUTOM
aCCOLIMUPOBAHHBIM C OBICTPO MPOTPECCUPYIOMIUM TioMmepyloHepputrom. OHH
BcTpevaroTces y 70% mareHToB ¢ MUKPOCKOITMYECKUM MOIHAHTUTOM, B Y 5-50%
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OONBHBIX A03MHO(DUIBHBIM TpaHylemaTo3oM ¢ nonuanruturoM (EGPA, panee
cuagpom Yapra-Crpocca).

PedepeHcHble 3HaueHME: TOJOKUTENBHO — Oosiee wiau paBHO 10 en/mi,
oTpuraTeabHo — MeHee 10 ex/mi

4)AHTHTE]IAa K MpoTenHase -3 (anti-PR3)

KonunuectBennoe ompeaenenue anturen 1gG k mporeaze 3 (PR3) —
naTorese3 cucreMHoro Backyiuta (CB) xapakrtepusyercs BOCHATUTEIbHBIMH
IpoleccaMi  Pa3IMYHBIX CTEHOK KpPOBEHOCHBIX COCYJOB B pe3ylbTaTe
MOP(}OIOTrMYECKUX HW3MEHEHUH. APTEpUU U BEHBI MOTYT OBITH 3aTPOHYTHI
oHOBpeMeHHO. KnuHndeckast kKapTHHA, KaK MPaBUJI0, XapaKTepU3yeTCs: OOLUMHU
CUMITOMAaMHU: JIMXOPaJKa, UCTOIICHUE U MOTeps Beca. B manmpHeiieM kapTuHa
BAPBHUPYET B 3aBUCUMOCTH OT ITOCTPALABIINX TUIIOB COCYOB. B ceponornyeckon
JTMArHOCTHKE BaXKHYIO POJIb UTPAET OMPE/ICICHUE IUTOIIA3MATHUYECKUX aHTUTEI
(ANCA). ANCA osiBator 1uroruazmaruueckue (CANCA) wunm  saepHbie
(pPANCA). Ilporennasza 3 (PR3) sBisercs HanOosiee BaKHBIM ayTOAHTHTEIOM
st cCANCA (iuToruia3sMaTHYeCKrUX) U MIMEHHO 9TH aHTUTEeNla 0OHAPYKUBAIOTCS
B IIMPOKOM CIIEKTPE BACKYJIUTOB. JTO CNEUU(PUUECKOE aHTUTENIO XapaKTEPHO
mis GPA -rpanynemaro3a ¢ monuanruutoM (paHee rpanysiemaro3 Berenepa).
TUTpBI aHTUTEN TECHO CBA3aHbI C AKTUBHOCTBHIO OOJIC3HU.

Pedepencuble 3aHUYEHMS: MOJOXKUTENBHO - Oosee wnu paBHO 10 ex/mu,
oTpuraTeabHo — MeHee 10 en/mi

GPA -rpanynemaTo3 ¢ mojauaHTHHTOM (paHee TpaHyinemaTto3 BereHnepa) u
AHIIA -accounnpoBaHHbIE BACKYJIUTHI, ayTOUMMYHHBIE TOPAKEHHS TTOUEK

AHTUHEUTPOQUIbHBIE LMTOIJIA3MATHUYECKUE aAHTUTENA (ANCA)
OpeCTaBISIIOT  co00il  rpymimy aHTUTE, HaIpaBJICHHBIX TMPOTHUB
UTOIJIA3MaTUUYECKUX AHTUTE€HOB HEHUTPOQMIbHBIX TPAHYIIOLUTOB.

['maBHBIM 00pa30M OHM aCCOLIMUPOBAHBI C BOCMIAJIUTENbHBIM 3200JI€BaHUEM
KPOBEHOCHBIX COCY/IOB.

Pasnuuator nuromnazmatuyeckue (CANCA) u nepunykieapusie (pANCA).
B kauecTBe OCHOBHOTO aHTUI€HA Ul LUTOIJIa3MAaTUYECKUX OIpeeseHa
nporenHaza 3. AmntuTena kK PR3 mposBistoT O0MbIIyr0 crenu(uuHOCTh B
nuarHoctuke GPA -rpanyiemaTo3a ¢ MOJUAHTUUTOM (paHee TpaHyJieMaTo3
Berenepa), HOCOTJIOTKH, a TaK)Ke MOYKH U JIETKOTO




Puc.14 GPA -rpanyjemMaTo3 ¢ NOJUAHTHMTOM (pPaHee IpaHyJeMaTo3
Berenepa) u AHIIA -accouunpoBaHHbIe BACKYJIHUTbI

2.7 AyroumMmyHHbIe nnopaskenus nedenu u KKT

CkpuHuHIr ayroMuMMYHHBIX 3a0oseBanuid KKT, xkommiekcHoe
HCCJIe0OBAHNE B HEro BXOIAT:

1) AuTHHYKJICapHbIH (akTop Ha KieTouHoi Juaun HEp-2 (AH®D)

2) Onpenenenue AHTUSAICPHBIX, AHTUMUTOXOHAPUATIBHBIX,
aHTHMIJIaIKOMBIIICYHBIX, aHTUnapueTraabHbix anTutel (ANA, AMA, ASMA,
APCA) MeTomoM HEmpsMOH HMMYHO(IIFOOPECIICHIINA Ha KOMOMHHUPOBAHHBIX
Cpe3ax TKaHU U3 TIEYEHHU, KEITyIKa U ITOYEK KPBICHI B CBIBOPOTKE KPOBH YEIOBEKA.

ANA — anTUHYKJI€apHbIE aHTUTENIA PEarupyIOT C aHTUTEHAMH B KJIETOUHOM
snpe. OHU SBISIOTCSA BaXKHBIMU MapKepaMHu peBMaTUYECKUX 3a00JIeBaHUM, TAKUX
kak, CKB, CC/l, c.lllerpena wnu c.lllapma. ITomumo storo, AHA saBisroTcs
MapKepaMu ayTOMMMYHHOTro renatuta. Takxe AHA moryr mpucyrcrBoBaTh u
IpyU HEAyTOMMMYHHHBIX 3a00yieBaHUSAX (MHQPEKUHH, JIeUKeMus, JTUM(OMBI,
MenaHoMbl). Huskuii ypoBeH AHA MoxeT ObITh BbI3BaH MPUEMOM JIEKAPCTB U
BCTPEYAETCS TAKKE Y 3/I0POBBIX JIFOJIEH B MOXKHUIOM BO3pACTE.

AMA — AHTUMHUTOXOHIpUATHLHBIC AHTHUTEJIA PEATUPYIOT MPEUMYIIIECTBEHHO
c Ooratoii (ochomunuaamu BHYTpeHHEW MeMmOpaHoil MuTOXOHApUH. AMA
CIIy’)KaT MapKepoM TMEPBUYHOTO OWJIMAPHOTO XOJIAHTUTA, MPU KOTOPOM OHH
oHapyuBarotcs y 6onee ueM 90% O0NbHBIX U €I11e J0 KIMHUYECKON MOCTAaHOBKH
nuartosa. Huskuii Tutp anturen HabmoiaeTcs npu ckiepoaepmud, c. lllerpena,
PA u papyrux AWN3, wgame Bcero B 3TOM ciydyae, JaHHBIC 3a00JICBaHUS
accoruupoBansbl ¢ [1BII.

ASMA - anTuTeNna K TJIAJIKOM MYCKyJaType BCTpPEYaroTcs B OOJBIIOM
KOJIMYECTBE MPU ayTOMMMYHHBIX renatutax. [Ipu 3ToMm aHTHTENa HampaBJICHBI
OpoTUB Oe€iKa MBIIIEYHOM TKaHW akTUHAa. B Mamom konuyectBe U 0e3
cnenupuyHocTH K akTuHy ASMA BcTpeuaroTcs npyu MHOTHX ayTOMMMYHHBIXH
WHPEKIMOHHBIX 3a00JieBaHUSAX, a TaKkKe TPU pake TIPyAu U SUYHUKOB,
3JI0KaYECTBEHHBIX MEJaHOMAaX.

APCA — mupKyIupyoIme aHTUTeNa K CTPYKTypaM MapUeTaTbHbIX KIETOK
CIIM3UCTON 000JIOUYKH KEITyAKA SIBISIOTCS MAapKEPOM 3JI0KaYECTBEHHON aHEMHH.
OnHako OHM MOTYT OOHAPYXKMBATHCS TPHU JIPYTrUX 3a00JEBaHUSAX, HAMPUMED,
00Je3HAX KenyaKa (XpOHUYECKUU aTOMMYECKUN TacTPUT, SA3Ba), IMTUTOBUIHOU
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xKene3bl (TupeouauT XammuMOTO, MUKCEAEeMa) PEeKe MpH Kene30AePUITUTHOMI
aHEeMMH, CaXxapHOM JuadeTe 1 y JIFAeH MOXKUIOro Bo3pacTa.
KomOuHUpOBaHHBIN cpe3 TKaHU M03BOJIsIeT AudPepeHIIMPOBATh HAa yIaCTKe
JUIS aHaJIW3a pa3jIM4HbIE aHTUTENA W BCIEJICTBHE ATOro, MOXeT 3((PEKTUBHO
HCIIOJIB30BaThCS B KAUYECTBE MOMCKOBOIO TECTA IS CICAYIONINX aHTUTEIL.
[Ipu oTpuniateibHOM pe3yibTare TUTP MeHee 20 €1, TOJOKUTEIIbHBIN 0oJiee
unu pasHo 20 ef.

CKpI/IHI/IHI‘ AYTOUMMYHHOI'O MMOPAKCHHUA NMCICHU, KOMIIVICKCHO€
HCCJIeA0BAaHHUE B HEI'O BXOAUT:

1) AnTtunykieapuslii axktop Ha kietouyHod nuHUM HEp-2
(AHOD)
2) KaugectBennoe onpenenenue 19G x 7 anturenam: M2, gp210,

sp100, LKM1, LC1, SLA, F-actin.

Kpyr mnepBuunbix AWM3 1eyeHu BKIKOYAET AyTOMMMYHHBIM TeNaTHUT
(AUT/AIH), TIBL[ (PBC) wu mnepBWYHBIA CKJICPO3HUPYIOIIMA  XOJIAHTHUT
(IICX/PSC). Knunuka PAL B OoOJBIIMHCTBE CJIy4yaeB CYIIECTBEHHO HE
OTJIMYAETCS OT APYTUX XPOHUUECKUX 3a0o0neBanuil neueHu. Okomuo 15% ciydaes
XPOHMUYECKUX 3a00JI€BaHUIl MEUEHU MMEEeT ayTOMMMYHHBbIM nartoreHes. [locie
UCKJIIOYEHHsI HH(PEKIIMOHHOTO MAaTOT€HEe3a, B YaCTHOCTH, BUPYCHBIX MH(EKLNUH,
Uit i PepeHnaIbHON TUATHOCTUKYA TPUBJIEKAIOTCS TECThl HAa ONPEIEICHUE
ayTOAHTUTEI.

[Ipn PBC AHTHUMHUTOXOHJPHUAIbHBIE aHTUTEIA CUMTAIOTCS
naroroHoMu4HbIMU. M3 9 onucanubix noarumnos (M1-M9), Tosibko antutena M2
MOKa3bIBAIOT BHICOKYIO crennduunocts k PBC. OHM pearupyioT ¢ smuTonaMu
KJIETOK B  MHUTOXOHJpHalbHbIX  MeMOpanax. PBC  ponosHuUTENnbHO
XapaKTepu3yeTcs cnenuduuecKuMu AHA, KOTOpBIE pearupyroT
npuemyiectBeHHO ¢ gP210 u Sp100 u cBUIETETBCTBYIOT O PA3IMYHOM TCYCHHUH
Oone3nu. IleyeHouHass HEAOCTATOYHOCTh, KPOME BCErO IMPOYETO CBSA3AHO C
oOHapyxkeHuem antuten k gp210. ¥V mammentor ¢ PBC ¢ paznuunoitl peakiueit
Ha YPCOJIE30KCUXO0JEeBYI0 Kucioty noarsepxkaenne AHA k gp210 wiam spl00 B
JanbHENIIeM Te4eHUHu OO0JIe3HH ObUIO acCOIMMPOBAHO C TpaHCIUIAHTaluen
NIEYEHU WX JIETAIBHBIM HCXO0JIOM.

VYV mnamuenta ¢ AUI/AIH morytr omnpenensiTeCs pa3iMuYHbIE PEAKIHMHU C
anTuTenamu. Ha OoCHOBaHMM U3BECTHBIX AaHTUTEN B HACTOSIINI MOMEHT BEJETCS
JUCKYCCHs O BblaeneHuu 3 noarpynn. XapakrepHbiil juist AIH tuna 1 sBusiercs
oOHapyxkenue AHA u ASMA. Ilpu 2 Tune, HanpoTuB, OOHApPYKUBAIOTCS
aHTUTENa K MUKpocoMaM redeHn u nodek (LKM1) u anturena LCL. TIpoGsr
NAalMEeHTOB C 3 TUNOM OOHApYKMBAIOT MCKIIOYUTEIBHO aHTUTENa K
pacTBOpUMOMY aHTUTreHY nieueHu SLA.

JlanHOE WCCleoOBaHUE, ATO HE 3aBUCANIUN OT YCTPOMCTB HaOOp s
TECTUPOBAHUS, MO3BOJIAIOMIUNA OBICTPO M TOYHO OIpPENETUTh HaIU4yue JIH00
OTCYTCTBUE KOHKPETHBIX aHTHUTEI.

UyBCTBUTENBHOCTD U crienupuuHOCTh Habopa Oosiee 99%.
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Pe3ynbprar: monoKuTenbHbIN WM OTPULATEIBHBIN IO KAKAOMY aHTUTEILY.

AYTOMMMYHHBII TrenaTur

Puc.15 Iuromiasmatuyeckuii THN cBedeHHUsi. Mejikoe Kpamyaroe
Ioapa3neasoT cBeYeHUsl: -MUTOXOHAPHUIi -IUTOCKEIeTa -OpraHesLI

Tadoauma Ne32. [luromyiazMaTuyeckuid THUI CBeYEeHUSA

Ne IToka3aHus OCHOBHbIEC AHTHUT€HbI
1 AyTonMMyHHbIE 3a00J1€BaHUs AMA
MICYCHU
2 [1bX (mepBuYHbIN OUIMAPHBIHA M2 —40%
XOJIAHTHUT)
3 CucreMHas KpacHas BOJIYaHKa F-aktur—25%
4 BocmanutenpHble MUOTIATHH RiboP —20%

Jo GPA -rpanynemaro3s ¢
MOJIMAHTUMTOM (paHee
rpanyjgaeMaro3 Berenepa) u
AHIIA -accoumupoBaHHbIE
BacKyJauThI 11a -1 — 10%

AYTOMMMYHHBIE MOPAKEHUS KeJTYT0UHO-KHIIIEYHOT0 TPAKTA.
Henaunaxkus

Anrtnrena k perukyauny IgA u 1gG (Reticulin Antibody IgA, 19G,
ARA)

Metoa onpenesnenus: HPUOD
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AyTOMMMYHHBIC aHTUTENA, ACCOIMUPOBAHHBIC C IIEMAKUEH (TIIOTEH-
YyBCTBUTEJIBHOW dHTeponaTtueii). CM. Takke TeCTbl «AHTHUTIIMATUHOBBIC
aHTUTENa» U «AHTHUTENA K SHIOMU3UI0» PeTUKYIUH (TUCTONOTMYECKUN TEPMUH)
— (uOpUIUIBI, y4acTBYIOIIME B 00pa30BaAHUM TPEXMEPHBIX CETUATHIX CTPYKTYP -
peTUKyIyMa, OO0pa3ylollero CTPOMY MSTKHX OpraHOB, NPEUMYLIECTBEHHO
npeAcTaBisioT kojutareH |11 tuna.

Bbicoko maTOrHOMOHMYHBIN Ji71s 1lerakuu Rl TUI aHTHPETHKYIMHOBBIX
AHTUTEN XapaKTEPHU3yeTCsI CBSI3BIBAHUEM C MepUTYOYJISIPHBIMU,
MIEPUTIIOMEPYISIPHBIMA 1 TIEPUBACKYIISIPHBIMHA BOJIOKHAMH ITOYCUHBIX CPE30B.

[ToTpebnenue rTmoTeHa (Oenka KICHKOBHHBI XJIEOHBIX 3JIAKOB) MOIKET
BBI3BaTh PA3BUTHE MMMYHOOTIOCPEIOBAHHOTO BOCHAIMTEIIBHOTO 3a00JICBaHUS
KHAIICYHUKA (T[ETHMAKUN) WKW TIIOTCH-YyBCTBUTEIBLHON SHTEPOMATHH, Yallle Yy
FEHETUYECKU MPEAPACIONOKEHHBIX JiroAer. JlJIsi 1[enuakum BONCTBEHHO
MOSIBJICHUE ayTOMMMYHHBIX aHTHTEI K CTPYKTypaM BHEKJIETOYHOTO MaTPHUKCa, B
T. 4. DHAOMM3HUIO (COCTUHUTENbHAS TKaHb, OKPY>KAIOIIAsl TJIAJKOMBIIICYHbIC
AJIIEMEHTHI KUIIIEYHBIX KPUIIT) U PETUKYJIUHY, U aHTUTEN K TIuaguHy (dbpakius
TJIFOTEHA).

OauH u3 (GaKTOpPOB Pa3BUTHS TAKOTO ayTOMMMYHHOTO OTBETa SIBIIAETCS
TKaHeBasi TpaHCTIOTaMuHa3a ((pepMeHT, ywacTBYIOIMA B MeTabOIU3Me
TJIFOTEHA).

Ceponoruueckoe TeCTUpOBaHUE (BBISIBICHHE B CBIBOPOTKE KPOBU aHTUTEN K
SHAOMH3HUIO,  TJIHAAWHY,  PETHUKYJIMHY)  HEOOXOAMMO B  KadecTBe
MPEABAPUTEILHOTO  CKPHUHHHTOBOTO  OOCJIENOBAaHWS TPU  KIMHUYCCKUX
MOIO3PEHUSX Ha MEIMAKUIO M PEIICHUH BOIPOCa O HAIPABICHUHN Ha OHUOTICHIO C
THCTOJIOTUYECKUM UCCIICIOBAHUEM, UTO SBIISICTCS PEIIAFOIINM TUATHOCTUYECKUM
TECTOM.

Heobxomuma  komMOuHammsi  TECTOB, KoTopas OyAeT  IOBBIIIATH
cnenupUIHOCTh U YYBCTBUTEIHBHOCTD CEPOJIOTHIECKOTO MCCIe0BAHNS (TECT HA
aHTHTEJa K TJHAAWHY 0oJiee YYBCTBUTEJEH, TeCThbl HA aHTHUTeNa K
IHAOMM3MYMY U PETUKYJIUHY — (oJiee ciennupuuHbI).

VY nereit 1o 2 net TecTUpoBaHUE MeHee HH(DOPMATUBHO, TaK KaK aHTUTENA,
XapaKTepHbIC IS IETUAKUH, MOTYT y HUX €IIe HE Pa3BUTHCA.

YcaoBus Ajsl NPOBeeHUsI TECTOB NMPHU HETHAKNHA:

1. HeoOxonumo coOiirofieHue MpaBui MPU NPUMEHEHUH TecTa B IIENIX
BBISIBJICHUS IICJIMAKUHU  (TJFOTCH-YyBCTBUTEIBHOW JHTeponatuu). OCHOBHOE
TpeOOBaHKE, €r0 CIeAyeT MPOBOAUTH 0 Nepexoaa Ha OE3TITIOTCHOBYIO JIHCTY.
Ecmm xe Oe3rmoTeHOBas auera ObUTa yXKe HadaTa, TMepel IPOBEICHHEM
WCCJICIOBAHMSI 1IEJICCO00Pa3HO BEPHYTHCSA K JHMETE, COACpKAIICH TIIFOTSH (IS
oOecrieuyeHuss JTOJDKHOW YYBCTBHTEIBHOCTH TECTa K MOMEHTY OOCJICIOBaHHS
MAIMEHT JIOJDKEH TMOTy4aTh IMHUIIY, COJIEPIKAIYI0 TIIOTEH B TEYCHUE HE MEHeEe
HEJICIIN).

2. Tect mpuUMEHSIETCS TaKXKe ISl KOHTPOJIS JICUCHHS LETUAKUK (C IIEIbIO
OLIEHKH COOJIofeHUs Oe3rNIIOTEeHOBOM JAueThl). B TakoMm cilydae OTMEHBI
O€3TIIIOTEHOBOM JUETHI HE TPeOyeTCs.
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Taboanma Ne33. JIluarHocTHKAa ayTOMMMYHHBIX MOPasKeHH i
JKEJYI0YHO-KHIIIeYHOro TpakTa. llemakus. AHTHTeNA K IJIHATMHY

[Toxazanus (xnmuHM4Yeckue | PedepencHeie HNuTepuperauus
POSIBJIICHHS]) 3Ha4YCHUs IHon0xuTEIBHO
METEOPU3M [enmmakus
B3lyTHE )XUBOTA ['eprieTuopmHBIii
JEPMATUT
napest bosiezns Kpona
3a/iepKKa B MPUOABICHUHN POCTA U bynne3nbliii
BEca y JeTen IEPMATO3
NIOTEPS] BECA Y B3POCIIBIX OTpuuarTeJabHO
HEOOBSICHUMAs aHEMUS Pedepencunie 310POBBIE JIFOJIU
HEOOBACHMUMAs THIOKasblemus | SHadeHns: <1:10 s dexTuBHOE
WJIN OCTCOMAJISIIIUS (OTpHLIATENBHO). JIeueHUe
celleKTUBHbIN IgA nedunmr LEJINAKUH -
reprneTu@OopMHBIN 1epMaTUT 0e3rIII0TEeHOBAs
eTa
HECKOJIBKO
MECSILIEB
(anTHTENA
MOSBJISIFOTCS
BHOBB IIPU
HapylIeHUU
JTMETHI U
MOCTYIUIEHU U
TJIFOTEHA C
TTUIICH )

AntuTena k 3uapomusuio 1gA u 1gG (Anti-Endomisial Antibody IgA,
109G, EMA)

DHIAOMU3MI  —  pBIXJas  COCIMHUTENbHAs  TKaHb,  OKPYXKaeT
IJIAIKOMBIIICUHbIE KJIETKA. Y TEHETUYECKH MPEAPACIIONIOKEHHBIX JIOACH
ynotpeOsieHne rroTeHa (0enka KIeHKOBUHBI XJICOHBIX 371aKOB) MOKET BHI3BAThH
pa3BUTHE UMMYHOOITOCPEIOBAHHOTO BOCTIATUTEIHLHOTO 3a00JICBAaHUS KUIIIEUHUKA
(enuakum, WM TIIOTEH-9yBCTBUTEIBHON SHTEPOTIATHH), XapaKTePU3YIOMICHCS
MOSIBJICHUEM ayTOMMMYHHBIX aHTHUTE K CTPYKTYpaM BHEKJIECTOYHOTO MaTpHKCa,
B T. 4. DHJAOMH3HIO U PECTUKYJIUHY.

BaxxHBIM (hakTOpOM pa3BUTHS TAaKOTO ayTOMMMYHHOTO OTBETA SIBIIACTCS
TKaHEeBas TpaHCTIIOTaMHUHAa3a ((PepMEHT, y4YacTBYIOIIWA B METa0OJM3ME
TJIFOT€HA, IO BCEH BUJIMMOCTH, SBJISIONIMNACSI OCHOBHOM AHTHUI€HHOM MHILICHBIO
aQHTUTEN K DHAOMU3HI0O W PETUKYIHMHY, BBISIBIICMBIX B HCCJICIOBAHHMIX Ha
TKaHEBBIX IIpenaparax).
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HeoOxoaumo ceposioruueckoe TeCTUpOBaHUE (B TOM YHCIIE - UCCIIEJOBAHHE
KpOBU HAa HAJIMYUE aHTHUTEN K SHJOMHU3UIO, TJIMAJUHY, PETUKYJIHUHY MOJE3HO B
KauecTBE MPEBAPUTEIIBHOIO CKPUHUHTOBOTO 00CIE0BaHUS IPU KIMHUYECKUX
MOJIO3PEHHUAX Ha IEJIMAKUIO U PEIICHUH BOMPOCca O HAIPaBICHUHU HA OUOTICHIO C
TUCTOJIOTUYECKUM  HMCCJIEIOBAHUEM,  KOTOPOE  SIBJIETCS  PEIIAIOIIUM
JTMAarHOCTUYECKUM TECTOM.

[Tomoraer mocTaHOBKE AMAarHO3a KOMOWHAIMS TECTOB, KOTOPAasi MOBBIIIAET
CHEM(PUIHOCTh U UYBCTBUTEIHHOCTH CEPOJOTHUECKOT0 UCCIEI0BaHuUs (TECT Ha
aHTHUTENA K TTIMaJUHY 00oJiee YyBCTBUTENICH, TECTHI HA AHTHUTENA K SHAOMUZHYMY
U PETUKYJIHUHY — 0oJiee crienuuyHbl).

Taxxe BO3MOXKEH CIEAYIONINI aJrOpUTM CEPOJIOTMUECKOTO HCCISI0BaHUS
OpU TOJO3PEHUH Ha LEJIHAKUIO: TPH BBIABICHUH AaHTUTEN K TJIHAJUHY
MOJITBEPAUTD PE3YIbTAT UCCIEAOBAHUEM QaHTUTEN K YHIOMHU3HUIO U PETUKYIIHUHY.

[Ipu BBIOOpE E€OMHCTBEHHOIO TECTa, MPEANOYTUTEIBLHO BBIOPATH
UCCJIEJOBAaHUE aHTUTEI K SHAOMU3HIO.

Kak ObL10 BbIIIE YKa3aHO, YTO TECTHUPOBAHUE AETEH O 2 JIET MEHee
MH(POPMATUBHO, TOCKOJIbKY aHTUTEIA, XapaKTepHbIE AJIs LIETMAaKUU, MOTYT Y HUX
ellle He pa3BUTHCS.

HccnenoBaHue aHTUTEN, AaCCOLMUPOBAHHBIX C II€JIMAKUEH, MOXKHO
IPUMEHUTD TaK)KE€ B MOHUTOPHUHIE JICYCHUS HEIHAKUH (MCKITIOYEHHE TIII0TEHA U3
nuim). AHTHTENa K SHAOMHU3HIO, TIHAIWHY, PETHKYIUHY HCYE3al0T dYepes
HECKOJIBKO MECSIIEB TIOCTIE Mepexoa Ha Oe3TTI0TEHOBYIO TUETY.

1. Heo6xonumo coOmtonate TpeOoBaHMSI TpU MPUMEHEHUHM TecTa B
IENSIX BBISBICHUS IeNMakud (TJIOTEH-UyBCTBUTEIBHON HHTEPOMATHH), €TrO
clieqyeT TPOBOAWTH JO Tiepexoja Ha Oe3rToTeHOByl0 auery. Ecmnm
Oe3rmoTeHoBas AueTa OblIa y)Ke HauyaTa, Mepej MPOBEICHUEM HCCICTOBAHMUS
1esnecoo0pa3Ho BEPHYTHCS K JMETe, coAepikauled TioTeH (ans obecrieyeHus
JOJKHOM YyBCTBUTENILHOCTH T€CTa K MOMEHTY 00CIJIeJOBaHUS MAI[UEHT J0JKEH
NOJTy4aTh MUY, COAEPIKAILYIO TII0TEH B TEUEHUE HE MEHee Hellemu). 2)

2. Tect MoxeT OBITh HCHOJB30BAaH TaKXKe Ui KOHTPOJS JICUEHUs
1eauaKkud (C 1EeTbl0 OIEHKUA COOMIONeHUsT Oe3rNIIOTeHOBOM AueThl). B Takom
cllydae OTMEHbI O€3III0TEHOBOM AMEThI HE TpeOyeTcs.

Ta6auua Ne34. /lmarHocTuka ayrTOMMMYHHBIX IOPaKeHU

JKeJTyI0YHO-KUIeYyHoro Tpakrta. Heanakus. AnTurtesna k suaomusuio IgA u
19G (Anti-Endomisial Antibody IgA, 1gG, EMA)

[Toxazanus (xmuHnueckue | PedepencHeie HNuTepnperanus

MIPOSIBJICHUS] ) 3HAYCHHUS I10J10:KUTEJIBHO

METEOPU3M [ennakus

B3yTHUE KUBOTA ['eprietudopmubIii
JepMaTUT

nuapes
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3a/iep>KKa B MPUOABIICHUH POCTa U
BECa y JIETEU

NOTepsl BECa Y B3POCIBIX OTpuuartebHO
HEOOBSICHUMAS aHEMUS 3JI0POBBIE TN
HEOOBSICHUMAsI TUIOKAIBLIMEMHUS s dekTuBHOE
WJIH OCTEOMAJISIIUS JICYCHHE
<1:25- LEINAKIHY -
cenekTuBHbIN IgA nedunut OTpHUIATEIBHO 0e3rIIoTeHOBAs
aueTa
reprneT()OPMHBIA JEPMATHT HECKOJIBKO
MecsI1IeB
(anTHTENA
Ucnonb3yeTcs npu CKPUHUHTOBOM
MOSIBIISIFOTCS
oOcjieloBaHUM  POJICTBEHHUKOB \= _
8 >\= 1:40 - BHOBb IIpH
OOJILHBIX LIeTHaKUEH
MOJIOKHUTEIIBHO HapyIIEHUU
[To3BossiET MPOBECTH MOHUTOPHUHT
JTUETHI U
3¢ pexTuBHOCTH JICYEHUS
MOCTYIUICHUU
(ucuezaroT  4yepe3  HECKOJIBKO
MecsIIeB 0e3TIIOTCHOBOM JUETHI) TIOTCHA €
1:2, 5 — 1:40 - HHH.[CI)'I)

COMHMUTCIIBHO

AnTHTeNa Kiaacca |G k TkaHeBoW TpaHcrioTamMmHaze (anti-tissue
transglutaminase 1gG, tTG IgG)

TecT BaKeH U UCIOJB3YIOT B KOMIUIEKCE CEPOJOTUYECKUX TECTOB B LIEIISAX
JUArHOCTUKH IeNuakuu. B mabopaTopHOW AMArHOCTUKE IETUAKUH (TJIFOTEH-
YYBCTBUTEJIIBHOW SHTEPONATUMM) B Ka4yeCTBE HamOoJiee YYBCTBUTEIHHOTO H
crenupUIHOTO CKPUHUHTOBOTO TECTa OOBIYHO HCIOJIb3YIOT TECT HAa aHTHUTENA
Kkiacca IgA K TKaHeBOW TpaHcriayramuHasze. IIpu 3TOM, MOCKOJBKY LIEITHAKHUS
MOXET OBITh ACCOIMUPOBAaHA C Je(PUIIMTOM HUMMYHOTJOOYJIMHOB Kiacca A,
11eJI€CO00pa3HO MapauIeNIbHO OMpenenuTs o0muid ypoBenb IgA. [lpu HuU3KOIM
KOHIIeHTparuu oOmux IgA, K 1abopaTtopHOMY CKPUHMHTY CJEIyeT H00aBUTH
uccienoBanue [gG anTuren K TpaHcriiyraMuHase. B koMIiekce cepoiornyeckux
TECTOB JMArHOCTUKHU IEJIMAKUUA MCIOJIB3YIOT TAKXKE HCCIICIOBAHUE AHTUTEN K
NIMQJANHY, aHTUTEI K DHAOMM3UIO. 30JI0TBIM CTaHJIAPTOM JUATHOCTHUKH
HEJTUaKUU CIY>KUT TOATBEPKICHUE THCTOJIOTHYECKUX W3MEHEHUH CIU3UCTOM
000JI0YKH TOHKOT'O KUIIIEYHUKA MPU OUOTICHUH.

Heobxoaumo Takke coOitogaTh TpeOOBaHUS MpU MPUMEHEHUU TeCcTa B
[EJISX BBISBICHUS NETUAKUM (TIIOTEH-UYYBCTBUTEIBHOM DHTEPOMATHH), €T0
CJIeIyeT MPOBOAMTH JI0 TEpexo/a Ha OE3rIIOTEHOBYIO nuety. B ciydae, ecnu
Oe3rioTeHoBas AueTa Oblla yXe HadaTa, mepejl MPOBEICHUEM HCCIICIOBAHUS
1eIecoo0pa3Ho BEPHYTHCS K JMETe, coAepikalle TioTeH (ans obecriedeHus
JOJDKHOM YyBCTBUTEIHHOCTH TECTa K MOMEHTY OOCIIEIOBAaHUS MAIMEHT JOHKCH
MOJIy4aTh MHUIIY, COACPIKAILYIO TIIOTEH B TEYEHUE HE MEHEE HEEIH).
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1. TecT MOXKET OBITH MCTIOJIB30BAH TAKXKE JJIT KOHTPOJIS JICUCHUS
HeaMakuu (C IeNbl0 OLICHKH COOJIIoJCHUsT O€3rIIOTeHOBOM aueThl). B
TaKOM CJTydae OTMEHBI O€3TIIOTCHOBOM JTUETHI HE TpeOyeTcs.

Taboanma Ne35. /luarHocTHKa ayTOMMMYHHBIX NMOPasKeHUH JKeJTy10UHO-
kumedHoro tpakrta. Lleamakus. AnTurena kiacca IgG k TkaHeBo
TpaHcriawramunase (anti-tissue transglutaminase 19G, tTG 1gG)

ITokazanus Pedepencurie HNurepnperanus
3HAYECHHUS IHonoxuTEIBHO
B koMmiekce CcepoJIOrHYecKux [ennakus
TECTOB TMpU TMOJO3PEHUM  Ha <10-
LEJTUAKUIO OTPULIATENbHBIN
B kommiiekce  51abopaTOpHBIX >1.0-2.0- ['eprietudopmubIii
UCCIIEAOBAHUN MpPU JTHUATHOCTUKE CJIa0OTIONOXKUTE | IEPMATHT
reprneTuopMHOTO AepMaTUTa JIbHBIN;
>2.0-5.0-
MOJIOKUTEIIbHBI
i,
> 5.0 — BBICOKO
TTOJIOKUTEIIbHBIN

Pe3ynbTaT crneayeT oleHUBaTh B KOMILIEKCE C KIMHUYECKUMHU JaHHBIMU U
pe3yabTaTaMu APYrux J1a0opaTOPHBIX 00CIEI0OBAHUM

*  Koadounument mnozutuBHocTH (KII) ompenensercs oOTHOIIEHHUEM
ONTUYECKOU MJIOTHOCTU MPOOBI MAIMEHTA K TTOPOTOBOMY 3HAYEHHUIO.

KIT - xosdduimMeHT TMO3UTUBHOCTUA  SIBIISIETCA  YHUBEPCAIBHBIM
MoKa3aTesieM, KOTOPBI MPUMEHSIETCS B KAaYECTBEHHBIX MMMYHO(DEPMEHTHBIX
TeCTax.

KII onpenenser cTeneHs NO3UTUBHOCTH MCCIIETyEMOM MTPOOLI U HEOOXOUM
Bpauy JJisi ONPaBWIbHOM MHTEPIPETAMUA IOJYYEHHOTO pe3yibTara. J[aHHbIi
KOO(PGULIMEHT TMO3UTUBHOCTH HE KOppEIUpYyeT JMHEWHO C KOHIEHTpalueu
aHTUTEeN B Tpobe, MOITOMY HE peKOMeHayeTcs wucnoib3oBath KII s
JWHAMUYECKOTO0 HaOJIOAEHUs 3a TMalMeHTaMU, B TOM YHCJIE KOHTPOJIS
3 PEKTUBHOCTH JICUCHUSI.

AHTHTeN A Kiacca |IgA k TKaHeBOi TpaHCcrioTaMuHase (anti- tissue
transglutaminase IgA, tTG IgA)

Hcnonbk3yercst TaHHOE CKPUHUHTOBOE MCCIIC/IOBAHKE B EIISX JHATHOCTUKU
TCITUAKHH. [nroTeH-dyBCTBUTENbHAS ~ dHTeponatus  (LETUakus) — —
XapaKTepHU3yeTCsi HECTIOCOOHOCTBIO MEPEeBAPUBATh TIIIOTCH, OCIOK KICHKOBHHBI,
COJIepIKaIUiiCsS B OOJIBIIIOM KOJUYECTBE B HEKOTOPBIX 3J1aKax (MIIEHHIIA, POXKb,
SYMEHb), KOTOpas BeJCT K XPOHHYECKOMY BOCHAICHHIO U IMOBPEXKICHUIO
CITU3UCTOM 00OJOYKHK TOHKOTO KuIileyHHKa. CBOWCTBCHHA JaHHAS MATOJOTHS Y
TeHETUYECKH BOCIPHUUMYMBBIX JE€TEH M B3pOCBIX. BBISBIEHO, YTO 3TO
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MAaTOJIOTUYECKOE COCTOSIHUE B HACTOSIIIEE BPEMS IOCTATOYHO YaCTO OCTAETCS HE
JIMarHOCTUPOBAHHBIM.

Haunoosee yacTbie KIMHUYECKHE NPOSABJICHUS BKIKYAKOT Y B3pOC/IbIX

- IHApelo,

- JKee304eUIUTHYIO aHEMUIO;

y aereu

- IAPEI0,

- B3JIyTUE KUBOTA,

- OTCTaBAHUE B PA3BUTHUU.

MeHee pacnipocTpaHeHHbIE IPOSABJICHUS MOTYT BKJIKOYATH:

- IOBTOPHBIN a()TO3HBIN CTOMATHUT,

- BO3BpaTHBIC 00JIM B 00JIaCTH KUBOTA,

- CTEaTopElo,

- (onaT-nePpUIUTHYIO aHEMUIO,
- OCTEOIICHUIO WJIK OCTEOTIOPO3,

- nepurut Butamuna K,

- MIOBBIIIICHUE MIEYCHOYHBIX ()EPMEHTOB,

- TpPOMOOITUTO3 (TUIIOCIJICHHUIO),

- ApTPAITHIO WU apTPOIATHIO,

- IOJIMHEUPOTIATHUIO,

- XPOHHUYECKYIO YCTaJIOCTh,

- BO30YIMMOCTb WJIU JACIPECCHIO,

- AJIOIELHIO,

- MIOBTOPHOE HEBBIHAIIMBAHUE OEPEMEHHOCTH,

- Oecmronme,

- 3aJIEpKKY pOCTa,

- 3aJIEpKKyY ImyOepTaTa

YacTo HaOIIOMAI0TCA COYETAaHUE C TIIFOTEHUYYBCTBUTEIHLHON IHTEpONaTHEH
TaKhe MaTOJIOTUYECKHE COCTOSHUA, KaK repneTU(OPMHBIA TepMaTUT, ACPUITUT
UMMYyHOTJIOOyIMHa A, ayTOMMYHHbIE paccTpoiictBa (amaber 1 Tuma,
ayTOMMMYHHBIE 3a00JieBaHUSI IIUTOBUIHOW kene3bl, cuHapoM lllerpena,
MHUKPOCKOITMYECKUI KOJUT, PEBMATOMAHBIN apTput), cuHapom [layHa, IgA-
HedponaTusi.

Bo3mMoxkHO, acconpanyuv MNaToJOTMKA BKJIKOYAKOT JTOTOJHUTEIbHBIA CIIEKTP
MAaTOJIOTUYECKUX COCTOSHUM. JlOKa3aHO, YTO TKaHeBas TPAaHCIJIIOTAMUHA3a —
(bepMeHT, KOTOPBIH MHUPOKO pacIpoCTpaHEeH BO MHOTHX opraHax. [lokazaHo, 4To
HMEHHO JTOT O€JIOK SBJSETCS OCHOBHOM AHTUICHHOM MMIICHBIO B
ayTOUMMYHHOM peakiuu npu mnenrakuv. Moaudukanus riomaguHa (KOMIIOHEHT
[JIIOTEHA) TKAHEBOW TPAHCTIIOTAMUHA30M KJIETOK CIHU3UCTON  00O0JIOUKH
KHUIIIEYHUKA UTPAET KIIOYEBYIO POJIb B 3allycKe T-KJIETOYHOIO ayTOMMMYHHOTO
OTBeTa NIpU JaHHOW mnartojoruu. HMccienoBanue IgA aHTUTEN K TKaHEBOU
TPAHCTIIOTAMUHA3€ — YYBCTBUTEJBHBIA U CTICIU(UIHBIA CKPUHUHTOBBIA TECT,
UCIIOJIB3yEeMbIl B JJaOOPATOPHOM MAarHOCTHUKE IEIMAKUU M TepreTH(OPMHOTO
nepmatuta. KoHueHtpamuss IgA aHTUTEN KOPPEIUPYET C€ aKTHUBHOCTBIO
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3a00JIeBaHuUsl, TECT MOXKET ObITh MCMOJIb30BaH AJII MOHUTOPHHTA, B TOM UYHCIE
KOHTPOJIsI cOOMI0AeHUsI 0e3ra0TeHOBOM nueThl. [1o olleHKkaM, B CKpUHHMHIE Ha
[EIMaKUI0  YYBCTBUTEJIBHOCTH  TECTOB  HAa  aHTUTENa K  TKaHEBOM
TpaHCTIIIoTaMUHa3e coctaBisgeT 85-98%, cnenubuyunocts 95-99%. [lockonbky
HEeIaKusa MOKET ObITh aCCOLIMUPOBaHa ¢ Aepuuutom IgA, cienyeT napamieasHo
UCCJEeNOBAaTh YPOBEHb 0O0mMHUX UMMyHOrnoOynuHoB A. Ilpu  Hu3koi
KOHIIeHTpanuu oOmux IgA, K 1abopaTopHOMY CKPUHHMHTY CJEIyeT JH00aBUTH
uccienopanue [gG aHTHTEN aHTUTENa K TKaHEBOW TpaHcriyramuHaze IgG,
anturena kiaccoB IgA, IgG k rmuaauny, Tect - cymmapusie IgA u IgG antutena
K 9H/IOMU3HI0). 30JI0TOM CTAaHIapT JUArHOCTUKH LEIUAKUHU - 3TO TIOITBEPKACHHUE
TUCTOJIOTUYECKUX M3MEHEHUI CIM3UCTOM OOOJIOYKM TOHKOIO KHILIEYHUKA IMPHU
ouorcun. YacTh MaMEHTOB MOXKET UMETH MOJIOKUTEIbHBIE PE3YJIbTAThl B TECTE
Ha aHTUTENa [gA K TKaHEBOM TpaHCIIIyTaMHHA3€, HO OTPULATEIIbHBIE B TECTE HA
aHTHU-?HJIOMU3HAIIbHBIE WIM aHTU-TJIMAIMHOBLIE [gA aHTHUTENA, YTO MOKET OBIThH
CBUJETEIBCTBOM JIOXKHOIIOJIOKUTEIBHOTO pe3yJibTaTa WIM paHHEH CTaauu
3a0onieBaHus. [lo3uTHMBHBIE  pe3yNbTaThl  CEPOJOTMUECKHX TECTOB, HO
OTPULATENBHBIM  pe3yJabTaT  OMONCHM  MOMKET  CBHUJAETEIbCTBOBATH O
OE3TII0TEHOBON JUMeTe MEepe] UCCIIEeIOBaHUEM, JIATEHTHONW WUJIM paHHEW CTauu
sHTeponatuu. B cimyuae, ecnu Oe3rioTeHoBas AueTa Oblia y)Ke Hadarta, nepes
IPOBEJICHUEM HCCIIEJOBaHUS 1€JIECO00PAa3HO BEPHYTHCS K TIIIOTEHOBOW JHETE.
[Ipy oTpuLaTENbHBIX pe3yibTaTaX CEPOJOTHMYECKHX TECTOB, HO OCTAOIIEMCS
MOJ03PEHUH Ha IeJIMaKuIo (Iuapesi, crearopesi, moTeps Beca v mp.) 000CHOBAHO
IPOBEICHHE OUOTICUM.

[Ipenensl onpenenenus: 0.6 otH. ex/mn-200 oTH. e/mi

1. Ilpu npuMeHeHHH TecTa B LENAX BBISBICHUA LEIUakuu (TIIOTEH-
YYBCTBUTEIBHOM DJHTEpONATHH) €ro cjeayeT MpOBOJIUTH [0 Nepexoda Ha
Oe3rII0TEeHOBYIO AMETy. B citydae, eciu Oe3riitoTeHoBas 1ueTa Obljia y)ke HauaTa,
nepes IMPOBEIECHUEM HCCIIEIOBaHUS 1el1ecoo0pa3HO BEPHYThCS K JIMETE,
coJeprkamiei TioTeH (111 o0ecnedeHus: T0JKHOM 4yBCTBUTENBHOCTH TECTa K
MOMEHTY OO0CJI€JOBaHMs MAalKUEHT JAOJDKEH NOoJy4yaTh MHILY, COJAEPIKALLYIO
IJIIOTEH B TCUCHUE HE MEHEE HEEIN ).

2. TecT MOXET HUCII0JIb30BAThCS TAKXKE Il KOHTPOJIS JISUSHUS LIeJHaKuu (¢
1EJIbI0 OIIEHKU COOJI0/IeHUs] O0e3TII0TEHOBOM NUeThl). B TakoMm ciiydae OTMEHBI
0e3rIII0TeHOBOW JUETHI HE TpeOyeTcsl.

Ta6auua Ne36. /ImarHocTuka ayrTOMMMYHHBIX IOPaKeHUI
JKeJTyI0YHO-KuIeYyHoro Tpakra. Heanakus. AnTurtesna kiacca IgA k
TKaHeBOii TpaHcriIoTamMmuHase (anti- tissue transglutaminase IgA, tTG IgA)

[Toxa3zanus Pedepencurie HNuTepnperanus
3HAYCHUS I10J10:KUTEJIBHO

CKpUHUHTOBOE VICCIIEIOBAHUE Hemmakus

IIPU NOJIO3PEHNH HA NEJTUAKUIO
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MonuTtopuHT AKTUBHOCTH I'epnieTudopmubIit

mporecca, KOHTPOJIb JACpMaTUT
O€E3III0OTEHOBOI TUETHI < 20 oTH.

Jluarnoctuka repreTudopMHOro | €a/mi (OTpULATETh

IepMaTrTa HO).

HNurtepnperanust pesyabtara. CnenupuiHOCT TECTOB Ha aHTUTENA K
TKaHEBOW TpaHCTIyTaMUHA3€, MO OLEHKaM, coCTaBisieT 95-99 % (BeposiTHOCTH
JIO’KHOTIOJIOKHUTEIBHBIX  pe3yiabTaToB 1-5%), dyBcTBUTENBHOCTH - 85-98%
(BepOSITHOCTB JIOXKHOOTPULIATEIILHBIX PE3yabTaToB 2-15%).

AyYTOMMMYHHbBIE MOPAKEHUS JKeJTYT0YHO-KUIIIEYHOT 0 TPAKTA.

Puc. 16 Leanakusi, aHTUTEJIA K YJHAOMU3HUIO HA cpe3e TKAHU MUILeBOIA
npumara

Antutena k perukyiauny IgA m 1gG (Reticulin Antibody IgA, 1gG,
ARA)

AyTOMMMYHHBIC aHTHUTENa, ACCOIMUPOBAHHBIC C IIEJIMaKUeW (TIIOTEH-
YYBCTBUTEIBHOW »HTEpomnaruen). PeTHKyIuH (TMCTOJIOTMYECKUH TEPMUH) —
GbuOpHIUIBI, YY4acTBYIOIIME B 00pa30BaHUM TPEXMEPHBIX CETYATBIX CTPYKTYD -
peTuKysiyMa, OOpa3ylIIero CTPOMY MSITKMUX OpPraHoB, MPEUMYIECTBEHHO
npeAcTaBisaioT kKosutareH |11 tuna.

Bricoko NaTOrHOMOHHYHBIH OIS HeJTHAKHHA RI THII
AHTHPETUKYJIHUHOBBIX aHTUTEJI

KoMOuHaius TECTOB MOBBIMIACT CHENU(PUIHOCTE M UYYBCTBUTEIHHOCTH
CEPOJIOTUYECKOTO UCCIIEI0BAHNUS:

TECT Ha aHTHUTEJA K TIIHAJANHY 00Jiee YyBCTBUTEIICH,

TECThI Ha AaHTUTEJIA K SHIOMHU3UYMY U PETUKYIHHY — O0jiee crierupuIHbI

Anturena k sanommsuio IgA u 1gG (Anti-Endomisial Antibody IgA, 1gG,
EMA
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Antutena kmacca lgG x TkaHeBOM TpaHcrimoramuHasze (anti-tissue
transglutaminase 1gG, tTG IgG)

Antutena kmacca IgA Kk TKaHeBOM TpaHCrioramuHasze (anti-tissue
transglutaminase IgA, tTG IgA)

AYTOMMMYHHbBIE NOPAKEHUS KeJTYyT0YHO-BHILIEYHOI0 TPAKTA.

KansnporexkTun ¢ekanabnblii (FecalCalprotectin)

KanbnpoTrekTuH, OMomapkep BOCHAIUTEIbHBIX 3a00J€BaHU KHUIICYHUKA,
MPOIYKT HEUTPODUIBHBIX TPaHYJIOIHUTOB, OOHAPY)KEHHE KOTOPHIX B Kalie
YKa3bIBaeT HA MOPAKECHUE CTEHKH KUIITKU. K 9uciTy 6€KOB TaKOro THIAa OTHOCST
TakKe JIaKTo(eppuH, TU30IUM, IJ1acTa3y, MUEIONEPOKCHIa3y U KAJIBIIPOTEKTHH.
Cpenn HUX JakTO(EpPPHH U KAIBIIPOTEKTUH HanboJiee CTaOUIBHBI M MEIJICHHO
pasnararoTcsi MpoTea3aMu MUKPOOPTaHUW3MOB, YTO MO3BOJIIET HUCIOJIb30BATH B
JUAarHOCTUYECKUX UENSAX HCCIEIOBAHUE WX KOHIUEHTpauuu B Kaie. J[aHHbIe
OeJIKM OTHOCAT K OuoMapkepaMm «(peKalbHOro BocmajgeHus». KaabnpoTekTuH —
Oenok ¢ MoJekyspHbIM BecoM 36 KDa, comeprkainiuii B CBOEM COCTaBE MOHBI
Kbl W IIMHKA W OO0JaJaronuii 0aKTepuOCTaTUUYECKUM M (DYHTHUIIUTHBIM
neiicteueM Invitro. On coctaBisger 60% Oenka, comepsKalerocss B IUTOIIa3Me
HEUTPO(PHIIOB, B HU3KOW KOHIICHTPAIIMK MOXKET OBITh 0OHAPY>KEH B MOHOILIMTAX U
TKaHEeBbIX Makpodarax. CHHTE3 KaJbIMPOTEKTHHA B Kaje OTPakaeT MPUTOK
HEUTPO(HUIIOB B IPOCBET KUILIKH, YTO MOATBEPKIAETCS BBICOKOM KOppPEISLHE
pPEe3yJbTATOB HCCIIECIOBAHUSI KOHLEHTPAMM (PEKAIHHOTO KaJbINPOTEKTUHA C
OLICHKOM 3KCKPELHH I'PaHyJOLUUTOB, MEYEeHHBIX nHaneM-111. KpoBoreuenue u3
CTEHKHM KUIIKU HE3HAYUTEJIbHO OTPAKAETCS Ha KOHIEHTPALUU KaJIbIIPOTEKTHHA
B CTyJie U YBEJIMYMBAET €ro KOHIEHTpaluio He Oonee yeM Ha 10 MKI/T.
[ToBbIlIEHHE KOHLEHTpaUuu (PEKATbHOTO KajdbmpoTekTHHa Oosiee 120 MKr/T
orMmedaroT 6osee yeM y 90% OOJBHBIX ¢ BOCHAIUTEIBHBIMUA 3a00JICBaHUSIMHU
KHUIIIEYHUKA HA ATale NepBUYHON IUArHOCTUKHU.

Omnpenenenue (bekaIbHOTO KAJIBIIPOTEKTUHA MO3BOJISET
nuddepeHnnpoBaTh O0JIBHBIX C CHHIPOMOM PA3APa’KEHHON TOJCTONW KUILIKH OT
OOJBHBIX C OPraHUYECKUMH TNPUUYMHAMU TMOPAKEHHS KEIYI0YHO-KUIIEYHOTO
TpakTa.

YMEpEHHO TMOBBIIICHHBIE 3HAYEHUSI KaJbIIPOTEKTHHA OTMEYEHO MpH
MOpaXEHUW CIU3UCTOM (B TOM 4UHCIe TIpU  IEJIUMaKuu, JIAKTa3HOM
HEJIOCTATOYHOCTH, AYTOMMMYHHOM TacTPUTE), 3HAYUTEIHHO TOBBIIICHHBIC
KOHIICHTPAIIMU OTMEYAIOTCSI MPU BOCTIAIUTENILHBIX 3a00JI€BaHUSIX KHUIIEYHUKA,
OakTepUabHBIX WH(EKIUIX KETYyAOUYHO-KUIIIEYHOTO TPaKTa, TUBEPTUKYJIAX U
OHKOJIOTUYECKUX  3a00JIeBaHMSAX, TOCTOSIHHOM TMpPUEME  HECTEPOHUIHBIX
npotuBoBocnanuTenbHbix cpeacts (HIIBC).

B nepuon HOBOpPOXKAEHHOCTH, a TaKXKe Yy JIeTel MIIaJIIero BO3pacTa,
KOHIICHTpAIUsl KAIBIPOTEKTUHA B CPEJIHEM BBIIIIE, YEM Y B3POCIBIX.

B cBs13u ¢ HU3KOM crienuUIHOCTHIO, (PEKATBHBIN KAIBIIPOTEKTUH HE MOKET
3aMEHUTh HMHCTPYMEHTAJIbHBIC METOJNbl JHUAarHOCTHKK ©Oojnesnu Kpona.
['ucTonornyeckoe  MCCAEAOBAHUE  SIBISIETCS  «30JIOTBIM  CTaHIAPTOM
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JTUArHOCTUKHN, KOMOWHAIUS SHIOCKOMHMYECKUX BHU3yaJM3aIlMOHHBIX METOOB
MIO3BOJIIET YTOUHHUTH JIOKAJIU3AIMI0 YIACTKOB U 00BEM MOPAKCHHUS KUIIICYHUKA.
[IpeumyiiecTBOM HccieoBaHUs (EKaIbHOTO KaJIbIPOTEKTHHA TIPU OO0JIE3HM
KpoHna sBisieTcs TO, 9TO €ro IOBBIIIEHHAs KOHIEHTPAIMS MOXET OTpPaXKaTh
CErMEHTapHbIE TOPAKECHHS TOHKOM KHIIKH, KOTOpas HEeIOCTymHa s
AHIOCKOITUYECKOTO U/ TUCOTOJIOTMYECKOT0 UCCIICIOBAHMIA.

Yacto  koHIeHTpamus  (QEeKaJIbHOTO  KaJIbIPOTEKTHHA B CTYJIE
HEMOCPEJACTBEHHO KOPPEIUPYET € THUCTOJIOTHYECKOW U HHIAOCKOMUYECKOM
aKTUBHOCTBIO 3a00JIeBaHUS.

CTOWKO TIOBBIIIEHHBI YPOBEHb (PEKATHHOTO KAIBIIPOTEKTUHA MOXKET
yKa3piBaTh Ha HEIP(HEKTUBHOCTh TEpaluu, a TOBBIIICHUE COJEPIKAHMUS
KIBIPOTEKTUHA B JIMHAMUKE HAOIIOJICHHUS - Ha BEPOATHOCTh OOOCTpPEHUS
3a00JICBaHMSL.

[Ipn guarHocTuke 3a00JICBaHWM KHUIIIEYHUKA HCCieloBaHHE (HEKaIbHOTO
KJIBIIPOTEKTHHA W HCCIICJIOBaHUE Kajla Ha CKPBITYI0 KPOBb Yy MAIMEHTOB CO
cnenuPUIeCKUMHU  Kajgo0aMH  YKa3bIBalOT HEOOXOJMMOCTh  IPOBEACHUS
KOJIOHOCKOITHH.

[Ipenenst onpenenceuus: 10 — 1800 Mkr/r

Ta6auma Ne37. AyrouMMYyHHbI€ OPAKEHHUS HKeJTYT0YHO-BUIIIEYHOT O
Tpakta. KaxenporexkTun ¢pexannubrii (Fecal Calprotectin)

[Toxa3zanus Pedepencurie IHoBblLIEHHME
3HAYCHUS
muddepeHnranpHas bone3nn Kpona U
TMArHOCTHKA Hecnemuduueckuii
OpraHUYEeCKUX SI3BEHHBIN KOJIUT
(BoCTIAJIUTENTLHBIX )
W3MEHEHUI CTEHKH
KHUIIICYHUKA U
(YyHKUIHOHATBHBIX o 1 rona -
paccTpOMCTB <500 MKr/T;
1-4 rona
<150 mkr/t;
4-65 ner
<50 MKI/T;
Crape 65
KOMILICKCHAas net <100 mkr/r. | bakTepuanbupie  uHOEKIUN
JTUArHOCTUKA H OIICHKa KEITYTOYHO-KUIIIEIHOTO
aKTUBHOCTHU TpakTa
BOCTIAJTMTEIIbHBIX
3a00JIeBaHUH KUIIICUHUKA
MOHUTOPUHT  TEpAIHH JIuBepTUKYIIBI u
npu  HecrenupuIecKkom OHKOJIOTHYECKHE
3a00JIeBaHUs
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S3BEHHOM  KOJIUTE U
6osie3nu Kpona

B KOMILIEKCE C aHATN30M [Tpuem HECTEPOHTHBIX
Kaja Ha CKPBITYIO KPOBb MIPOTUBOBOCTIATTUTEILHBIX

IIPOTHBOBOCIIATUTEITHHBI
X CPE/CTB

pu OILICHKE CpEJIICTB
HEOOXOIUMOCTH

MIPOBEICHUS

KOJIOHOCKOITHH

DHTEPOIIATHS, CBS3aHHAsS Bocnanurensubie

c IPUEMOM MOPAKEHUS CITU3UCTON
HECTEPOUTHBIX 000JIOYKH KETYTOTHOTO

TpakTa MpH IeJIMAKUH,
ayTOUMMYHHOM TacTPUTE,

AUBCPTHUKYIIUTC U OP.

[Ipu pedepencHolt rpanuie <50 MKI/T MHTEPHPETAIUS MOBBIIMICHHBIX
pe3yabTatoB: 50-200 MKI/T — yMEpEHHOE MOBBIIIEHUE, KOTOPOE MOKET TOBOPUTH
00 OpPraHUYECKOM MOpakeHUH, BBI3BAHHOM HECTEPOUTHBIMU
MPOTUBOBOCHIAIUTEIIbHBIMU npenaparamu, JTUBEPTUKYJIUTOM u
BOCMAJIUTEIILHBIMU 3a00JIEBaHUEM KHUIIIEYHHKA B (paze peMHucCuu. A Takxke O
c1aboM MMMYHHOM OTBETE, B 3TOM CIlly4ae PEKOMEHAYeTCs HaOJIIOJICHHE B
JTUHAMUKE;

O0osee 200 MKI/r — BbIpaxKeHHOe MOBbINIeHHe. BeposiTHO
BOCHIAJINTE/IbHOE 3200/1eBAHNE KNIIEYHHUKA.

IIpoTenH-TepsOmAst SHTEPONATHS
Adabpa-1l-anturpuncun B kaie (Alpha-1-Antitrypsin, Feces)

TecT UCHIONB3YIOT 711 OEHKH MOTEPH 0eJIKa B KHIICYHUKE B HeJIAX
JAUATHOCTHKHU 0eJI0K-TepsAIoIeil JHTePONnaTHH.

Anbda-1-aatutpuricun (A1AT) — ocHOBHOM KOMIIOHEHT anb(da-1-dpakimu
OCJIKOB CHIBOPOTKHM KpPOBH, TJi€¢ €ro KOHIIEHTpalus coctaBisieT 1-2 r1/m.
BoipabarbiBaercss A1AT npeuMyniecCTBEHHO KIE€TKAMHM TI€YEHH, HO TaKXKe
KHUILIEYHBIMU Makpodaramu, MOHOIIMTAMH WU SMUTETUATbHBIMU KJIETKaMU. JTO
OCHOBHOW HMHTHOMTOpP CEpUHOBBIX Mpoteas. Tak, A1AT sBnsercs riaBHbBIM
MHTUOUTOPOM 3J1acTa3bl HEUTPO(DPHUIIOB M BBICBOOOKIAETCS IPU BOCTATUTENIbHBIX
mpoleccax sl CHIKEHHUS aKTHMBHOCTH JaHHOro (hepMeHTa B ydacTKax
BOCTQJICHUSI, OH WHTHOUpYET W JApyrue CEpPUHOBBbIE MPOTea3bl (TPUIICUH U
XUMOTPUIICHH, TPOTEUHA3BI IIA3MEHHOW CUCTEMbI CBEPTHIBAHUSA U JIP.).

Omnpenenenue anbda-l-aHTUTPUTICHHA B KaJie MCIOIB3YIOT JISI OIEHKH
COCTOSIHMSI CITU3UCTOM OOOJIOUKHM U MOTepu Oenka B KUIIEUYHUKE. BONbIIMHCTBO
OENKOB CHIBOPOTKU MpHU MOMAAAHUU B KUIIEUYHUK OBICTPO PACHICTUISIOTCS TOJ
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NeiicTBUEM NHIeBapUTENbHBIX (pepmenToB. Monekysnbsl A1AT, COOTBETCTBEHHO
€ro YHUKAJIBbHOW (DYHKUMM HHTUOMPOBAHUS NPOTEOIUTHUECKUX (PEPMEHTOB,
OYEHb YCTOMYMBBI K IEHCTBUIO IPOTEA3 U OCTAIOTCS HMHTAKTHBIMU B COJEPKUMOM
KUIIKYA, B OTJIMYME OT JPYTruX ChIBOPOTOUHBIX OenkoB. OcraTouHas
koHeHTpauuss A1AT B kaie sBiseTcd HalEeXKHBIM MapKepOM HPUCYTCTBUS
OEJIKOB KpOBU B IIPOCBETE KHILEYHHMKA IPHU Psiie MATOJIOTMUYECKUX COCTOSHUM,
OOBENUHAEMBIX CHUMITOMOKOMIUIEKCOM 3HTEpONIaTUM C THoTepeil Oenka
(upe3amepHOlt mMOTepu O€IKOB IJa3Mbl B TPOCBET KHILICYHHKA 4Yepe3
auM$aTHUIECKUE COCYAbl WM Yepe3 H3MEHEHHYI0 BOCTAIUTEIBHBIM MPOIIECCOM
CIIM3UCTYIO 000JI0UKY).

JHTEPONATHA C MOTepeil 0esika MOKeT ObIThH CBSI3aHA:

- C DHTEPUTOM AJUIEPTHUYECKOM,

- 0aKTepuaIbHOM,

- BUPYCHOW,

- Mapa3uTapHON FTUOJIOTUH,

- LICJIMaKHUEeH,

- OPO3USIMU U S3BAMU CIIU3UCTON 000I0UKHU HKEITyI0UHO-KUIIIEYHOTO TPAKTA,
- KapLIUHOMOH,

- muMpaTrueckoi 00CTPyKIIUEH,

- IOBPEXKJICHUEM WJIU aHOMauen TuM@aTH4ecKux COCy/10B

Taoauma Ne38. JImarnocruka Ajb(pa-l-anturpuncul B kaje (Alpha-
1-Antitrypsin, Feces) — npoTeHu - TepsiIOIasi JHTEPONATHSI

[Tokazanus Pedepencurie | UnTepnperamus
3HAYEHMUS

XpoHHUYECKas quapest 9pO3UM U S3Bbl MHINEBOJA, KEIyAKa,
JIBEHAIIATUIIEPCTHOM KHIIKH,
TUIIEPTPOPUICCKOr0 racTprTa

AOnoMuHanbHas SHTEPUTA, AJUIEPTUUECKOrO0 DSHTEPHUTA,

00J1b SA3BEHHOTO  CIOHOWJIEWUTA,  IIYPITYPhI
[Menneitna-I'eHoxa, LeIMaKuu

[Iporpeccupyromias MICEeBOMEMOPAHO3HOTO KOJIUTA,

MOTeps MacChl Tea SI3BBEHHOT'0 KOJIUTA,
IUTOMETaJIOBUPYCHOTO SHTEpHUTA,
IJIMCTHOM WHBAa3UHU

['unoansOymMuHEMUS ONyXOJIA  CIW3UCTOW,  KapUMHOWJA,

Cc OTEYHBIM capkombl Kanomm

CHHJIPOMOM <250 mr/a.

['unonaTpuemMust aMUJION/1034, muMdaTudeckon
0OCTpYKIIMHU npu TyOepKynese,
CapKoua03e, pPETPOINEPUTOHEATTHLHOM
budpose
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AHeMHU4ecKum CepJCYHOM HEIOCTATOYHOCTH C aCIIUTOM
CUHJIPOM

I'unoBuTaMrHO3 DHTEPOIIATUH, BBI3BAHHOMU
HECTEPOUIHBIMU
MIPOTHUBOBOCIIAJIUTEIIbHBIMA
npenapaTaMy WM XUMAOTEPUITUEH

AHTHTEJIA K AIHHAPHBIM KJIETKAM MOKeJTy104HOoii xejie3bl, 1gG u
IgA cymmapHo (aHTHTeJIa K IK30KPUHHON YacTH MOIKeJTYT0YHOM Kele3bl,
Autoantibodies against Exocrine Pancreas, Pancreatic Antibodies, PAB)

OOHapykeHue aHTUTEJI, ACCONMUPOBAHHBIX ¢ 00/1e3Hb10 KpoHa.

AlLMHApHBIE KIETKU TMOJDKEIYJA0YHOM Kejne3bl MPUHUMAIOT ydacTue B
oOecIieyeHUn €€ SK30KPUHHOW (PYHKIMKU — 0Opa30BaHUM MHUIIEBAPUTEIbHBIX
(GbepMEHTOB, CEKPETUPYEMbIX B KHIIEYHUK. AHTHUTENIa K allMHAPHBIM KJIETKaM
MOJIPKETYIOYHON KeJie3bl, BBISBISIEMbIE METOJIOM HENPSMON (IH00PECIICHIINH,
KJIIMHAYECKHU aCCOIMUPOBAHBI C BOCIATUTEIBHBIMU 3a00I€BAaHUSIMU KUIIICYHUKA
U HamOoJiee XapakTepHbl st 6one3nu KpoHa.

[IpyumHBl TOSBIEHUS AaHTUTEN K AaHTHUTCHAM JSK30KPUHHON dYacTH
MIOJKEITYIOYHON JKeJIe3bl MPH BOCHAIUTENBHBIX 3a00JIEBAHUAX KHUIICYHHKA B
HACTOAIIEE BpPEMSI HM3YYCHBI HEAOCTaTO4HO. CBSI3M MEXAY MAaHKPEaTUTOM H
MOSIBJICHHEM TaKHX aHTUTEN HE OOHApY)XEHO, y TMAIMEHTOB C OCTPHIM WIJIH
XPOHUYECKUM TIaHKPEATUTOM TIOJI0OHBIC aHTUTENA BBISBIISIOTCS JIMIb U3PEIKa
(MX TUTP B TaKUX CIIy4asx 3HAUUTENILHO HUXE, ueM rnpu OosiesHu Kpona). B to
K€ BpeMs JI0Ka3aHO, YTO AHTUTEHBI IMAHKPEATUYECKHX AaIlMHAPHBIX KIETOK
SBJISIOTCS. HOPMAJIbHBIM KOMITOHEHTOM TMHUIIIEBAPUTEIHPHOTO COKA KHUIIIEYHHKA,
nomajaasi B HEr0 B TIPOIIECCE CEKPElMH TMHUIEBAPUTEIBHBIX (PEPMEHTOB
noKeTynouHON skene3oi. Cpean Hux riaukonporenH GP2 (6emox memOpaHbI
HKCKPETOPHBIX TPaHyJl allUHAPHBIX KIJIETOK) WACHTHU(PUIIMPOBAH KAaK OCHOBHOM
QHTUTEH JUIsl aHTUTEN K allMHapHBIM KJIETKAM TMOKEITyJI0YHOM >KeJe3bl,
accolMUpOBaHHBIX ¢ Oone3npto Kpona. Amxtutena k GP2 anTureny
[EHTPOAIIMHAPHBIX KIETOK MOJDKEITYA0YHON Kene3bl). OTHOCUTEIHHO HEJABHO
ObUIO OOHAPYXKEHO, YTO HKCHOpPEecCHss ATOro Oejika TMpHUCyllla HE TOJIbKO
allMHAPHBIM  KJIETKaM TOJDKENyIOYHON Jkenme3pl. B mcciemoBaHMsIX ¢
UCTIONIb30BaHUEM OWONCHIHOTO Marepuaia ObUIM  MPOJAEMOHCTPHUPOBAHEI
tpanckpunuuss GP2 MPHK wu ycunennas skcopeccuss GP2 B yyacTkax
BOCTIQJICHUS TOJICTOTO KUIIIEYHHKA TIAIIMEHTOB ¢ 0oJyie3Hbt0 KpoHa, 4To BBI3BAIIO
JOTIOJTHUTENBHBIA MHTEPEC K U3YYCHHUIO0 BO3MOxHOU ponu GP2-cnemmbudaabix
aHTHUTEJ B ATOI'€HE3€ 3TOr0 3a00JIeBaHMUs.

AHTHTENIA K DK30KPUHHON YaCTH TOJDKEITYOYHOMN KEJIe3bl BBISBISIOTCS B
cpenaeM y 39% marueHnToB ¢ Oone3npto Kpona (mpu giutenbHOCTH O0e3HU
6onee aByx jeT — y 50% 3a0onieBmvx), HECKOIBKO 4Yallle y CPaBHUTEIHHO
MOJIOZIBIX TAIIUEHTOB. 3HAYUTENBHO pEXEe aHTUTeNa K IIEHTPOAllMHAPHBIM
KJIETKaM TOJDKETyJOUYHON Keyle3bl MOTYT OOHapyKHUBAaThCs TPH APYTUX
3a00JIeBaHUAX HKEIyIOYHO-KUIIIEYHOTO TpakTa. [[is marueHToB ¢ OO0JIe3HBIO
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Kpona xapakrepHa Takke MOTEPs] TOJEPAHTHOCTH K HOPMAIHHOM KHIIIEYHOU
d1ope 1 HamTu4Ke MOCTOsIHHOTO HeaIeKBaTHOIO MMMYHHOTO OTBETA Ha aHTUTCHBI
HOpMalibHOM iopsl  kumieuyHuka (cMm. TecTbl NoNe 1335, 1336 AnTtuTena k
caxapomunieram, ASCA, IgG u IgA). Onpenenenne ASCA u PAB sBnsercs
MOJIE3HBIM JIOTIOJIHEHHEM B TIpoliecce auarHocTuku Oone3nun Kpona. Onmnako
pE3yNbTaThl ATHUX CEPOJOTHYECKHX TECTOB CaMU MO cebe He SBISIOTCS
OCHOBaHWEM I TIOCTAHOBKH JIMAarHO3a M JIOJDKHBI pacCMaTpUBAThCS B
KOMITJIEKCE C pe3ybTaTaMHU KIMHUYECKUX, YHIOCKOITNYECKHX, TyIEeBBIX METOJIOB
00cCJieTOBaHUS ¥ TUCTOJIOTHYECKON OLIEHKH.

Ta6auma Ne39. AHTHTe A K ANMHAPHBIM KJIETKAM MOIKeTYA0YHOM
skesie3bl, 10G u IgA cymmapHo
IToka3anus Pedepencurie HNurepnperanus
3HAUYCHUS IosoxkuTEIBLHO

OOcnenoBaHue  MAlMEHTOB  C
BOCHAJIUTEIIbHBIMU
3a00J1€BaHUSIMU KUIIIEYHUKA
ITono3penue Ha 6osne3nb Kpona bonesns Kpona
Hapymienue BcaceiBanus, moTeps
MAacCChbl TeJa tutp menee 1:10.

HHTteprperanus pe3ynbTaToOB: 0OHAPYKEHUE aHTUTEN K SK30KPHUHHOM
JaCTH MOHKEITYIOYHOM JKeJIe3bl YKa3bIBACT Ha BHICOKYIO BEPOSITHOCTh
BOCITAJIUTEIIBHOTO 3a00JICBaHUsI KUILICUYHHUKA U TPEOYeT yIriIyOJIeHHOTO
KIIMHUYECKOT'0 U HHCTPYMEHTAIBHOTO 00CIIeIoBaHMs. BBISBICHNE aHTUTEIT K
aIlMHAPHBIM KJIETKaM ITOJ[KETyTI0YHOM JKeJe3bl B COUCTAaHUU C IPYTUMH
(KTHHUYECKUMH, SHIOCKOITMYECKUMH, THCTOJIOTUUYECKUMHU, CEPOTTOTHYSCKUMU)
MIpU3HAKaMU TI03BOJISIET TUarHOCTHPOBATh Oosie3Hb KpoHa.

AnTtuTena kiaaccoB 1gG u IgA k GP2 aHTureHy HeHTPOALMHAPHBIX
KJIETOK MOJIKeTy10uHoi kee3bl (Anti-GP2, 19G, 1gA)

O0OHapy:xeHUe aHTHUTEJI, ACCOLUMPOBAHHBIX ¢ 00J1e3HbI0 KpoHa.

['mukomnpotenH 2-ro tuma (GP2) — Koau4ecTBEHHO Mpeobiagaroniuii 6emok
MeMOpaHbI SKCKPETOPHBIX TPAHYJT alIMHAPHBIX KJIETOK IMOHKEITYI0YHOM JKEIE3bI.
B psne uccrnemoBanuii ObUIO OTMEYEHO, YTO MMEHHO 3TOT OEJIOK SIBIISAETCS
OCHOBHBIM  QHTUTEHOM JUJII  QHTUTEN K  TOJUKEIYJOYHOM  JKerese,
aCCOIMMPOBAaHHBIX C OoJe3npto Kpona (AHTHUTENAa K alMHAPHBIM KJIETKaM
MOI>KEITYJOUHOM JKEIE3bl).

[Tpuunab! mosBieHus antuTen K GP2 mpu BocmanuTenbHBIX 3a001€BaHUSX
KHUIIIEYHUKA U3YYCHBI HEJIOCTATOUYHO. B mpoliecce cexpernuu maHKpeaTHaecKux
(GhepMEeHTOB OJIHOBPEMEHHO C HMMHU B MPOCBET KHIlIeuHHMKa nomanaer u GP2,
KOTOPBIH SIBJISICTCS HOPMaJbHBIM KOMITOHEHTOM TAaHKPEAaTHYECKOro COKa.
OOGnanas BBICOKOM CTPYKTypHOW romosioruei ¢ Oeinkom Tamma-Xopcdasia
moun, GP2, mo maHHBIM MCCIIETIOBAHUI, BBITTOTHICT CXOIHYIO C HUM 3aIUTHYIO
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aHTHOAKTepHAIbHYIO0 (PYHKIIMIO, CBS3bIBasiCh ¢ (uMOpusiMu OakTepuii B
KUIIIEYHUKE. AIMHAPHBIE KJIETKA MOKETyI0YHOM >KeJe3bl He SBISIOTCS
UCKIIIOUUTENHHBIM MecToM 3kcnipeccun GP2. HenaBHee BbIsiBIIeHHE SKCIIPECCUU
aToro Oenlka Ha anuKajdbHOM MemOpaHe M-KIIETOK KHIIEYHHKA, a TaKxKe
obHnapyxenue tpanckpunuuun GP2 MPHK u ycunennoi skcnpeccuu GP2 B
ouornrarax, B3SThIX U3 MECT BOCHAJICHUS KUIICYHUKA Y TMAIMEHTOB C 0O0JIE3HBIO
Kpona, natot BO3M0XHO€ OOBSICHEHHE HETIOHATHON paHee CBSI3U ayTOAHTUTEN K
AHTUTEHY TOKETYJOYHOH JKeJe3bl C JOKAIH3aIliel MaToJIOTHYECKOTo Ipoiiecca
B KHIIICYHUKE.

Antutena k GP2 xmaccoB 1gG u IgA mMoxHO oOHapyxuth y 30-35%
MAIMeHTOB ¢ 0oJe3Hp0 KpoHa, HE3aBUCHMO OT MPUCYTCTBUS XaPAKTCPHBIX JIJIS
ATOW TATOJIOTMM aHTHUTEN K caxapoMmuiieraM (AHTUTENa K caxapoMHIIETaM,
ASCA, 1gG u IgA). CoBMeCTHOE HCIIOIH30BAHUE 3THX MApPKEPOB ITOBHITIIACT
JIOCTOBEPHOCTh ~ JTAOOPATOPHOTO  TECTUPOBAHUS U  TO3BOJISIET  BBISIBUTH
CEpOJIOTMYECKUE MPU3HAKU JaHHOTO 3a0ojeBanus y 60-70% manueHToB.

Anturena k GP2 HaxoasaT y 6oiiee Monoibix 00abHBIX. [IpucyTcTBHE 3THX
aHTUTENI TPOSBISICT CBSI3b C WHAMBUAYadbHOU (dopmoi 3aboneBanus. [lpu
6onesnu Kpona antutena k GP2 aHTuUreHy OTMEUarOTCs MPU HIMOKOJIHTE,
CTpUKTypupyome ¢dopme 3a0ojieBaHUS €  YacThIM  TepUaHaJIbHBIM
BOCIIAJICHUEM.

B oTnuume ot Gosiesnu KpoHa, Takue aHTUTENIa PeAKO OOHAPYKUBAIOT Y
MAlMEHTOB C Hecneu(UUEeCKUM SI3BEHHBIM KOJUTOM (MeHee 8% ciydaen).
AHTH-GP2 MOTryT OTMeUaThCAd TPU HEKOTOPBIX JPYTUX 3a00JICBaHUSIX
KETYTOYHO-KUAIIEIHOTO TPAKTa, B TOM YUCJIC MPU aKTUBHOU IEITUAKHH, a TAKKE
y 3% 300pOBBIX JIHII.

Ioka3anus:

« O0crienoBaHME MAUEHTOB C BOCHIATUTEIBHBIMU 3a00JI€BaHUSIMU
KUIIICYHUKA.

o [Tono3penue Ha 6one3up Kpona.

« Hapyienue BcacbiBaHusl, MOTEPst MAcChl TEJIa, BATAMUHOIS(DUIINT,
Kee30ePUIuT.

Tabaunna Ne4(). UnTepnperanusi pe3yJbTaTOB:

Antutena k GP2 knacca IgA <5 En/mn — anTuTena He 0OHapy>KEeHbI

5-10 Ex/mn — norpanu4Hoe
COJIep’)KaHUE aHTUTEN

> 10 Eq/mi1 — 1MarHocTU4eCKUii
YPOBEHb aHTUTEI

<10 Ex/min — agTHTENA HE
oOHapyXeHbI

10-15 En/mn — norpanudHoe
coJiepKaHUE aHTUTEI

> 15 En/mi — tuarHoCTUYeCKHiA
YPOBEHb AHTUTEJ

Antutena k GP2 knacca [gG
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Oonapyxenue anturea k GP2 kinaccos IgG n/miam IgA yka3piBaer Ha
BBICOKYI0O BEpPOSITHOCTH BOCHAJHMTEJIbHOr0 3a00/IeBaHUSI KHIIEYHMKA U
TpedyeT  yrJAY0JEeHHOr0  KJIMHUYECKOr0 M  HHCTPYMEHTAJIbHOIO
00cJIeI0BAHNA.

BoisiBnenne antu-GP2 B coderaHun ¢ JApyrumMu  (KIMHHUYECKUMH,
OHAOCKONMYECKUMH, THUCTOJIOTUYECKUMHU, CEPOJIOTHUECKUMHU) TpPU3HAKAMHU
MO3BOJISIET NOCTAaBUTh AuarHo3 Oone3nu Kpona. I[Ipu 6one3nn Kpona anturena k
GP2 anTureHy uvaimie BBISIBISIIOTCS Y MOJOJBIX OOJBHBIX, MPH HIMOKOJIUTE,
CTPUKTypUpyIOImer ¢opme 3a0oieBaHUS €  YacThIM  IepUaHATBHBIM
BOCITIJICHUEM.

ASCA (amtmtenma & Saccharomyces cervisiae Ig A u IgG -
mubdepeHnranbHas [uarioctuka 0one3nu KpoHa v sI3B€HHOTO KOJIUTA.

AnTHTeNna KiaaccoB IJA u 1gG k 60ka0BHIHBIM KJI€TKAM
KHIeYHuKa, cymmapno (Anti-Intestinal Goblet Cells Antibodies, GAB,

IgA, 1gG, Total)

OOHapys;KeHHe AaHTHTEJI, ACCOUMPOBAHHBIX € HeCIEU(PUIECKAM
SI3BEHHBIM KOJIUTOM.

bokaioBUIHbIE KIIETKH KAIIEYHUKA UMEIOTCS BO BCEX OTAENAX KHUILIEYHOTO
TpakTa, HO MAaKCUMaJbHOE€ HX KOJMYECTBO HAXOJUTCA B NPSIMOM KHIIKE,
O0COOEHHO B KpPHUIITAaX TOJCTOrO KuileyHuka. OCHOBHOW (DYHKIIMEH 3TUX KIIETOK
ABJIIETCSI BBIPAOOTKA MYLMHOB — BBICOKOMOJIEKYJSIPHBIX TNIMKOIPOTEUHOB,
CHOCOOHBIX  (QopMupoBaTh  reib.  MyYLUHMHBI — KHUIIEYHHKA  00pasyroT
MOBEPXHOCTHBIN CJIOM CIIM3H, KOTOPBIN 00JIeTYaeT MPOABHKEHHUE COIEPKUMOTO B
IIPOCBETE KUUIEYHUKA M OJHOBPEMEHHO CIIYXKHUT 3alllUTOM €ro CIU3HCTOU
000JIOYKH KaKk OT (U3UYECKUX ¢ XUMHUYECKUX (DAKTOPOB KHUIIIEYHOTO
COJIEP>KMMOr0, TaK U OT IPOHUKHOBEHUS NOTEHIMAIBHBIX IATOTEHOB.

Hanuuue uupKyIupyromux aHTUTEN K OOKaJIOBUAHBIM KJI€TKaM KUILIEYHHUKA
aCCOLMUPOBAHO C BOCTIAJIUTEIbHBIMH 3a00JI€BAaHUSIMU KUILIEYHUKA. DTH aHTUTETIA
HamOoJiee XapaKTepHbI I Hecnenupuueckoro s3BeHHoro konuta (15-28%
cllyuaeB) M OUYEHb pEIKO BcTpedaroTcss mnpu Oonesnu Kpona u apyrux
3a00JIeBaHUAX KUIIEYHHUKA WM Y 340POBbIX JIHUIL. OCHOBHON MUIIEHbIO JaHHBIX
aHTUTEN SBIIAETCS BbIpaOAThIBAEMbI OOKAJIOBUIHBIMU KJIETKAMU KHUILIEYHUKA
MYIMH (AHTUT€HHBIE SMUTOIBI HAXOAATCS KaK B CEpJLIEBUHHOM O€JKe, Tak U B
YTIE€BOAHBIX KOMIIOHEHTaX MYLIMHA).

AHTHTENA K OOKATIOBUIHBIM KJIETKAM KHUIIIEYHHUKA MOTYT ObITh BOBJICUEHBI B
NAaTOr€HETUYECKHU 3HaYUMble ayTOMMMYHHBIE TIPOLIECCHI MTPU HecTienupruiaeckom
SA3BEHHOM KoyuTe. Jlokanmu3anusi 3TUX KIETOK Makpo- U MHUKPOCKOIMUYECKH
COBIMAJIAeT C JIOKAJIM3AIMEHl YyJacTKOB MOPaXKeHHUs MPH JaHHOM 3a00JIEeBaHUM,
TMCTOJIOTMYECKH HAOMIOJAeTCsl CHIDKEHHE 4YHCiIa OOKAJOBUIHBIX KIIETOK,
OTMEYaeTCsd YMEHbIIEHUE KojudyecTBa MyluHa. Ho nepBuyHas posib 3THX
AHTUTEJ B PA3BUTHM NATOJOTMYECKOrO MPOLECCAa B TOJCTOM KHIIEYHUKE
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COMHHTEJIbHA, YUUTHIBAS OTHOCUTEILHO HEBBICOKYIO YaCTOTY WX BBISBICHUS. VX
MOSIBJICHUE MOKET OBITh BTOPUYHBIM (DEHOMEHOM.

K npyrum anTtuTenamMm, acCOIMUPOBAHHBIM C HECTICLIM(PUIECKUM SI3BEHHBIM
KOJIUTOM, OTHOCSATCA aHTUTeNa K IUTOIUIa3Me HeUTpopmioB (AHTUTENA K
nurorasme Heitpoduinor, AHIIA, IgA, 1gG), onqHako oHU MeHee crieluUIHBI.
Cepoisiorndueckue TECThl HCIHONB3YIOT B JUArHOCTUKE BOCHAIMTENIbHBIX
3a00JIeBaHUM KUIICYHUKA B KAY€CTBE JOMOIHEHUS, UX PE3YJIbTAThl CaMU 1O cede
HE MOTYT CIY>KUTh OCHOBaHUEM JIJISI TTIOCTAHOBKH JIMAarHO3a HECTIEIU(DUIECKOTO
SI3BEHHOTO KOJIUTA M JOJKHBI PacCMAaTPUBATHCS B KOMILJIEKCE C PE3yJIbTaTaMHU
KIIMHAYECKUX, DSHIOCKOMUYECKUX, JYYEBBIX METOAOB OOCICIOBAaHUS |
TUCTOJIOTUYECKOMN OIIEHKH.

[IpucyTcTBUE THUPKYIUPYIOMIAX AHTUTET K OOKaJOBUIAHBIM KJIIETKAM
OTMEUYaeTCs Tak)Ke MPHU PEIKOM 3a00JeBaHUU — ayTOMMMYHHOH SHTEpOMATHH,
KOTOpPOE XapaKTEepU3yeTCsl HEMOIAt0IICICs ISUCHUIO Thuapeei, BOCIaJIeHueM U
TUCTOJIOTUYECKUMH U3MEHEHHUSIMU CITU3UCTOM 0007I0YKHM TOHKOTO KUIIIEYHHKA (CO
CHI)KEHUEM 4Hcia OOKAJTOBHUIHBIX KIETOK U aTpodueil BOPCHUH), MPUCYTCTBUEM
HUPKYJIUPYIONIUX aHTUTEI K SHTEPOIIMTAM U MPEIPACIOIOKEHHOCTBIO K APYTUM
ayTOMMMYHHBIM 3200JIEBAHUSIM U MOJTUIHIOKPUHOIATHH.

[IpeanouTuTenbHO BBIIEPXKATh 4 yaca IMOCJE MOCIETHEro MprueMa MHIIH,
00s13aTeNIbHBIX TPEOOBAHUMN HET.

Ta6auma Ne4l. Anturena kiaaccoB IgA u 1gG k 60kanoBUIHBIM
KJIETKAM KMIIEYHUKA, CYMMAPHO

ITokazanus Pedepencurie HNurepnperanus
3HAYCHMUS IHonoxuTEIBHO

OOcnenoBaHue  MAIMEHTOB  C

BOCHAJIMTEIIbHBIMU

3a00/1€BaHUAMHA KUIIIEYHUKA Hecnemuduuaecku

1 A3BEHHBIN KOJIUT

[Tono3penue Ha AyTOMMMYHHas

Hecreuupuueckui SI3BEHHBIN DHTEPOIATUS

KOJIUT

[Tono3peHne Ha ayTOMMMYHHYIO | THTP MeHee 1:10

DHTEPONATHUIO

Hapymienue BcacbiBaHwmsl, MOTEPs
Macchl Tela, 1e(PUIUT BUTAMHUHOB,
neduruT Kenesa HESICHOM
STHOJIOTUU

KommnekcHoe o0ciieToBaHNE
OOJMBHBIX C  AYTOMMMYHHBIMH
3a00JICBaHUSIMU, BKJTFOYAs
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ayTOMMMYHHbBIE
MOJIMAHJOKPUHONATUH

HNHrepniperanisi  pe3yJbTaTOB: YBEIMYEHUE  TUTpA  AHTUTEI K
OOKaJIOBUJIHBIM KJIETKaM KHIIIEYHHUKA YKa3blBA€T Ha BBICOKYIO BEpPOSITHOCTD
BOCMIAJIMTEIIBHOTO  3a00JICBaHUSl  KUIIICYHHWKA. BBISBICHWE  aHTUTET K
OOKaJIOBUIHBIM KJIETKaM KHIIIEUHHKA B COYETAHUU C APYTUMU (KIMHUYECKUMH,
AHJOCKOMUYECKUMHU, THUCTOJOTHUUYECKUMHU, CEPOJOTHUECKUMH) MPHU3HAKAMU
MIOMOTAeT TOCTABUTh JMArHO3 HECTHEIU(UUECKOTO S3BEHHOTO KOJUTA WIIH
ayTOMMMYHHOM SHTEPOIIATHHU.

COOTBETCTBEHHO  JTaHHBIM  (DUPMBI-IPOU3BOAUTENSI,  KIMHAYECKAS
YyBCTBUTEJIBHOCTh HCIOJIb3YEMON TeCcT-cUCTeMbl (YCTaHOBJIEHHAs IO TPYIIIe
MAllMEHTOB C YCTAaHOBJICHHBIM SI3BEHHBIM KOJUTOM) cocTaBisger 28%,
KJIIMHAYECKAas CIeU(PUIHOCTD (YCTAaHOBIICHHAS IO TPYMIE 3J0POBBIX JOHOPOB)
npudamnxaetcs k 100%.

AYTOMMMYHHbBIE NOPAKEHHS KeJIYyT0YHO-KHIIEYHOr 0 TPAKTA
MeTtoa BbIsIBJIeHUS] — KOMOMHANUsA cyocTpaToB 1 HPUD

AyrtoanTuTena npu 0osae3nu Kpona

Puc.17 BoJe3nb Kpona

Tabauna Ne42. Ayroanturesa mnpu 6oJiesnu Kpona

Ne AyToaHTHTEIa

1 Antutena k Saccharomyces cerevisiae

2 AHTHUTENA K LEHTPOAIMHAPHBIM KJIETKaM
MTOJKEYIOYHOM  YKEJIE3bI

Ta6auna Ne43. AnTuTesa K moaucaxapuaam Saccharomyces
cerevisiae (ASCA) u AHTHTeJIa K IEeHTPOANMHAPHBIM KJIeTKaM
MOKEJIYyI0YHOH Kele3bl
IToka3zanus Pedepencurie HNuTepnperanus
3HAYCHUS I10J10:KUTEIBHO
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OO0OcnenoBanue
NaIMEHTOB C
BOCHAIUTEIIbHBIMU
3a00JIeBaHUSMHU 6ose3nb Kpona
KUIIEYHUKA tuTp MeHee 1:10
ITono3penue Ha
601e3up Kpona
Hapymenue
BCACBIBaHMSI, IOTEPS
MacChl Tena,
BUTAaMHUHOJEDUIINUT,
xKese30aeuIuT

AyToaHTHTe/Ia TPHU HecnenuPpuIecKom
SI3BEHHOM KOJINTE

Figore 1, ifontgrodes ofthe ondoscopic componintof e loyo scoving s fo ool ol ety : cmel o hohd o, 1: i il
0 o el poters 2: ok sl i, e oo marked by 3k kv odo spontoncus bding.

Puc.18 Henenuduyeckuii si3BeHHbIH KOJIUT

Ta6auua Ned4. AyroanTuresia NpH HecneM(PUIECKOM
SI3BEHHOM KOJIMTE

Ne AyToaHTHTEIa
1 AHTHTENA K IuToria3mMe Heitpodunos, mAHIIA,
HEUTpOHIIBI TOHOpA
2 ASCA (anTtutena k Saccharomyces cervisiae I[g A u IgG
— nmuddepeHuuanbHas AuarHoctuka 6osesnu Kpona u
SI3BEHHOTO KOJIUTA
3 Amnturena kiaccoB IgA u 1gG k 60KaIOBUIHBIM KIIETKaM
KHUIIICYHUKA
4 OOHapyxeHue aHTUTEII, aCCOIIMUPOBAHHBIX C

HeCHeI_II/I(I)I/I‘ICCKI/IM SA3BCHHBIM KOJINTOM
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AHTHTeNa K HuTomIazme Heiitpopuiaos (AHIIA) BcTpeyaroTes mpu
HSIK u cxiepo3upyromiem XoJlaHTUTe, OJJHaKo He pearupytot ¢ MPO
(muenonepokcuaazoif) u PR3 (mporenHazoiil)

2.8 AYyTOMMMYHHbIE HEBPOJIOTHYECKHE 3200/ 1eBaAHMS.

Taoauma Ne45. PasBepHyToe 00c/ieloBaHUE NIPH NMOJUHEBPHUTAX,
KOMILJIEKCHOE HCCJIeIOBAHNE B HET0 BXOIUT:

Ne AyToaHTHTE1Aa
1 AnTunykieapHsiii paktop Ha kinetouHou suaun HEp-2 (AH®)
2 ANA-screen, 12 antunykneapusix ayroantuten (ASDNA,

Nucleosomen, Sm, PO, Histon, RNP, SS-A/R060, SS-
A/R052, SS-B/La, Scl-70, CENP-B, Jo-1)
3 KauectBennoe onpenenenue antuten 1gG w/mmulgM x

ranrirosugam (anti-GM1, GM2, GM3, GDla,
GD1b, GQ1b, GT1b).

BocnanutenbHble HeilponaTuu nepuepuyeckod HEPBHOW CHUCTEMBI
XapaKTEPU3YIOTCS OOJBIIUM KOJIMYECTBOM KIMHUYECKUX CUMIITOMOB, HaUMHAas
OT JIETKOI'O YYyBCTBA YCTaJOCTH U J0 OTKa3za paboThl (PyHKUMH IbIXaHUS U
octaHoBku cepana. [Ipu 3aboneBanusax nepudepruyeckoil HEPBHOW CHUCTEMBI B
nociefHee BpeMmsi Obulo  OOHApy)KEHO BO3pacTalolllee YHUCIO CIydacB
OOHapy)XeHMsI aHTUTE]l K TaHrJMo3uAaM. [aHIVIMO3UIbl 3TO  KHUCIHbIE
[JIMKOJMIUIBI, OHMU  SIBISIOTCA  YacTbl0  KJIETOYHOM  MeMOpaHbl |
obonapyxkuatorcs B [IHC u [THC.CTpyKTyphl CX0XKHE C TAHTIUO3UIAMU MOXKHO
OOHapy>XUThb Ha  TOBEPXHOCTH  MHMKPOOPTaHU3MOB, TaKUM  0Opa3oM
BOCHAJIMTENbHbIE TOJUHEUMPONATUM 4YacTO BCTPEYAIOTCA B pe3yibTaTe
NEePEeHECEHHBIX  MH(pEKIMH, TakuX  KakK, HH(EeKuus,  BbI3bIBacMasd
mukpoopranuzmamu  Campylobacterjejuni, I[IMB, Bupyc Ommrelina-bapp,
MUKOIUIa3Ma, reMouiabHas mnanouyka, nanouka Ildeidepa. AntuTena k
BO3OYAMTENAM TaHTJMO3UIHBIX CTPYKTYpP MOTYT BCTyHaTh B MEPEKPECTHYIO
pEaKkUHI0 C TaHIJIMO3UWJAaMU KOCTHOTO MO3ra WM HEPBHBIX BOJOKOH H
C0CcOOCTBOBATH BOCTIAJICHUIO C MOCIEIYIOMIEH JeMUEeIMHU3aLNEH.

Tadamma Ne46. Cuenywmmue aHTHTeNa ObUIM ONMCAHBI  KaK
XapaKTepHble 1J1d nepudepuitHbIX HelponaTu

Cunnpowm ['niiena —bappe GM1, GD1la, GD1b, IgM (1gG)
(GBS) GTla, GT1lb, GQ1lb

CuHapom Munepa- GQ1b, GTla IgG
®dumepa (MFS)
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MynbsTudoxanHas GM1, GM2, GM3, IgM
MOTOpHasi ~ HEWpOIaTHs GD1a, GD1b

(MMN)

XpoHudeckas GM2, GM3, IgM
BOCITAJIUTEIbHAS GD1la, GD1b
JIEMUETUHU3UPYOIIAs

MTOJIMHENPONaTHs

XpoHudeckas GM3, GD1b, GD2, IgM
aTakCU4yecKast GD3, GT1b, GQ1lb
HeponaTus

(CANOMAD)

Ocrtpas aTaKCU4ecKas GD1b, GD3 19G
CEHCOpHasi HerponaTus

Ocrtpas MOTOpHast GM1, GDla 19G
aKCOHaJbHAs

nerponatusi(AMAN)

IgM- Cynbbatusl IgM (1gG)
napanpoTenHEeMUYeCKast

JIEMUCTUHU3UPYOIIAs

HeponaTus

Tect nuis nMarHocTuky noJuHelponaTuii, anturena 1gG w/unu IgM k
ranrsmmosuaam (anti-GM1, GM2, GM3, GD1a, GD1b, GQ1b, GT1b,)

TecT AJ151 AMATHOCTHKY MUACTEHHH, AHTUTEJIA K AlleTHIXOJIUHOBBIM
peuentopam (AchR)

KonndecTBeHHOE OMpeiesieHne aHTUTEN K PELeTTOPY alleTHIXOIMHA
(AChRAK) B chiBOpOTKE uesioBeka MeToioM TBepaodasznoro MDA, AnTturena K
pEIEenTOpy aleTHIIXOJMHA OTBETCTBEHHBI 32 OTKA3 HEPBHO-MBIIICUYHOMN
nepeIauy y ManueHToB ¢ MUacTeHne. OOHapy)KeHNEe aHTUTEN SIBISICTCS
OTIPECIISIIONTUM JJISI TUAaTHOCTUKH | JICUCHUS JAaHHOTO 3a00JICBaHMS.

PedepencHblie 3HaUeHMS

OTtpunarensao <0,45 HMOJIB/I,

MTOJIOKUTEIBHO > 0,45 HMONB/IT

2.9 AyTouMMyHHbI€ S HTOKPUHONIATHH

JunarHocrtuka aumadera 1 TUma, CKPUHUHI AHTHTE] K OCTPOBKOBBIM
kiaerkaMm (ICA)

Caxapubiit quabet 1 Tuna (MHCYJIMHO3aBUCUMBIN ), BOSHUKAET B PE3yJIbTaTe
XPOHUYECKOTO ayTOMMMYHHOIO TpoOliecca, HAMpaBIEHHOrO CHenu(UuecKu
OpPOTUB OETa-KJIETOK OCTPOBKOB JlaHrepranca mMOKEITYIOUYHON JKeNe3bl.
Paspymenne  knetok  ompeaensercs — B3aumopeiicteuem CD4  uCDS8
ayTopeakTUBHbIX T-mMMQOIUTOB. Yke nepen ycraHoBieHueM nuarHoza CJI 1
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TUIIA B CHIBOPOTKE OOJIbHBIX OOHApYXUBAIOTCS ayTOAHTHUTENA, HAaNpaBlICHHbIC
MIPOTUB PA3JIMYHBIX AyTOAHTUIEHOB OCTPOBKOBBIX KJIETOK. [laHHBIA mporecc
MOKET MPOI0HKATHCSI MHOTHE TOJIbl U UMETh MECTO B JIIOOOM BO3pacTe.

Otu |gG ayToanTuTena ABISIOTCS BAXKHEUIIIUMHU MapKepamu JJ1s BBISIBJICHUS
JIOJIe C TOBBIIICEHHBIM PUCKOM 3a00JIeBaHUsSl MA0ETOM YK€ TOorja, Koraa
UMEIOIIHUECS] B PACHOPSHKEHUHM MTEOOJMYECKHE aHAIM3bl €€ MOKa3bIBAIOT
HOPMAaJbHBIN pPE3yJbTaT. ITO IMOJYKOJIMYECTBEHHOE OIPENCICHUE AHTUTEN
mMeTooM TBepaodazHoro MDA, KOHIEHTpalusi aHTUTEN OIpPEAeNseTcs IIo
KO3 UITUEHTY CBSA3BIBAHUS.

B nabGopaTopHOl NpakTUKE [Jis ONpPEACICHUsT aHTUTEI K OCTPOBKOBBIM
kinetkaM (ICA) mnpuMeHsieTcCIMETOT HMMMYHO(PEPMEHTHOrO TBepAo(ha3HOro
agammza (MUDA) - mONyKOIWYECTBEHHBIH HMMYHO(PEPMEHTHBI aHAIN3
ICAscreen.

Oonapyxenue ICA wumeer HauOousblliee NPOTHOCTHUYECKOE 3HAUYEHUE B
pazButur C/I I Ttuna. OHum mnogBasitoress 3a 1-8 €T [0 KIMHUYECKOU
MaHugecTanuu  3aboneBaHus. Bblcokas mporHoctuyeckas — 3HAYMMOCTh
onpeaenenus ICA omnpenenseTcs eme u TeM, 4YTO y HalueHToB ¢ HamuuueM [CA
Jlake MPU OTCYTCTBUU IIPU3HAKOB Jua0eTa, B KOHEUHOM CUETE, TOXKE Pa3BUBAETCS
C I tuna. [Tostomy onpenenenrie ICA none3Ho Jyisi paHHEN TUarHOCTUKH 3TOTO
3a0onieBanus. VX oOHapykeHHE MO3BOJISIET KIMHULKCTY HOJAOMpPATh TUETY U
IPOBOJUTh MMMYHOKOPPETMpPYIOLIYyI0  Tepanuio. B 3aBucuMocTH  OT
UMMyHoJornueckux ocoobennocteit CJ1 I tuna Beigenstor Tun Al, mpu KOTOpoM
YacTOTa BBISABICHUS AyTOAHTUTEN TIOCIE PA3BUTUA KIMHUYECKOW KAPTUHBI
nocturaetr 90%, a uvepe3 rox cmxaerca 10 20%, u tun Bl, mpm xortopom
NEPCUCTEHIIUS AyTOAHTUTEN COXPAHSIETCS IJTUTEIBHOE BPEMSI.

Taoauma Ned7. OnpenesieHue aHTUTE K 0CTPOBKOBBIM KieTtkam (ICA)
IToka3anus Pedepencurie 3HaueHus
Caxapnbrii quabdet | Tumna

oTpunarenbHo <0 ,7,
cepas 3oHa 0,7-1,0,
MOJI0KUTEIbHO > 1,0.

Taoauma Ned8. JImarnoctuxka AU3 muToBUIHOM JKeJ1e3bl
Ilokazanus AHTHTEIA
ayTOMMMYHHBIN TUPEOUTUT

AHTHUTENA K TUPEOTTIOOYINHY

bonesns ['peiiBca
AHTHUTENA K THPEONTUPOKCHIa3€

3006 XammmoTto Antutena x peuenropam TTT
AHTHUTENA K MUKPOCAMAIbHOMN
ATpoduyeckuit THPEOUIUT (b pakIuu THPEOIIMUTOB
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HCpBI/I‘IHLII‘/’I THUPCOTOKCHKO3 AHTHTENA K TKaHU HlHTOBH,Z[HOﬁ KEIIC3BI

Taboauma Ne49. JluarHocTHKA MOKETYyA0YHOM KeJie3bl (caxapHbIi
auadet 1-ro Tuma).

ITokazanus Anturena

AHTHUTENA K HHCYJIUHY

Caxapnsiii quabet 1-ro | AHTUTENa K OCTPOBKOBBIM KIIETKAM TODKETYA0YHON
THIA JKEJIE3bl

AHTHTENAa K  JeKapOOKcuia3ze  IIII0TaMHUHOBOMN
kuciotel (GAD)

Bo BpEMA aACHUMIITOMOTHYCCKOI'O PA3BUTHA I[I/Ia6€Ta, AHTUTCJIa K TpEM
YKa3aHHbIM AaHTHUI'CHaM MOT'YT OIIPCACIIATBCA Y IIAlMCHTOB 3a 7 ner a0
KIIMHHUYCCKOI'O IIPOABICHUSA 00JIC3HU.

3akioueHue

Takum o0Opazom, B METOINYECKOM  I10COOMH MPEICTABIICHBI
METOJIOJIOTHYECKHE  OCHOBBI  JIAOOPATOPHOM  JIMATHOCTUKU  Pa3JIMYHBIX
ayTOUMMYHHBIX 3a00JICBaHU Ha COBPEMEHHOM JTale pa3BUTUS MEIUIIMHBL. B
MOCOOMM PACCMOTPEHBI OOIIME BOMPOCH MATOTEHE3a, JeXkKallue B OCHOBE
pazButusi AN3. IIpeacraBieHbl MHHOBAIIMOHHBIE TEXHOJIOTUH KOJUYECTBEHHOTO
M Ka4eCTBEHHOro aHamm3a OuoMapkepoB AM3 ¢ aHaau3oM pe3yJbTaToB
HCCIICIOBAHUM, TOYHOCTH M CIISHU(PUIHOCTH OT/ICIBHBIX METOJAOB JHATHOCTHKH.

YueOHoe mocobre MOKET ObITh MOJIC3HBIM JIJI1 MHTEPHOB, PE3UACHTOB, BCEX
CHEIMAIbHOCTEH.

Ha cerogusmunii 1eHb HAJIMYKE OTPOMHOTO KOJIMYECTBA HOBEUILNX TECTOB
JUTSl IMarHOCTHKY MATOJIOTUYECKUX COCTOSHUMA TPeOyeT OT KIIMHULIUCTOB 3HAHUM
HE TOJBKO OCHOB KIMHMYECKOW OMOXMMHUU, HO U HOBBIX aJTOPUTMOB
J1a00paTOPHON AUATHOCTUKH.

B nmnpencraBineHHOM paboTe peKOMEHJAlWW KIMHULIKMCTaM TMogo0paTh
NpaBUJIbHBIM TOAXOJ B JIA0OPATOPHOM IMATHOCTHKE psAda MaTOJOTHYECKUX
COCTOSIHUM, OCHOBBIBAsICb Ha pEKOMeHIauusAx BcemupHoON opra"nusaunuu
31paBOOXPAHEHUs, HOBEUILINX IOCTHKCHUAX HAYKH U KIIMHUYECKOW NPAKTHUKE,
COOCTBEHHBIX HAYYHO MPAKTHUECKUX HCCIIETOBAHUM.

[IpencraBienHas paboTa JacT BO3MOXKHOCTH BpayaM OXapaKTepU30BaTh
[IaTOJIOTUYECKUE  TPOLIECCHl B OpraHuW3Me, BBIMTM HA  I[PAaBWIbHBIC
JUArHOCTUYECKHE KPUTEPUU U IPOCIAEANTh X0 JeueHuss AN3.
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Ipuioxxenune Nel

I[narHOCanecxoe H MATOT€CHETUIECCKOEC SHAYCHUE aYTOAHTHUTEJ]

AyTOoaHTHTEIA

I[narnocaneclcoe A MNAaTOI'CHECTHYICCKOC 3HAYCHUC

AyToaHTHUTeNA K
npyxuenodyeynoit JJHK
(antu-ds-/IHK)

SBnstorest Haubonee cnenuduunbiM Mapkepom st CKB.
I[Ipu >ddexTuBHON Tepanuu TUTP ITUX  AHTUTEN
3HaUUTENBHO cHUXkaeTca. C momompio MDA y 300pOBBIX
nun antu-ds-JIHK BeisBistores B 2,5% cinyyaes, nmpu CKB
— B 40-70%, npu 1€KapCTBEHHO!N BOJIYAHKE HE BBISBIIAIOTCS,
anpu PA, FOPA, CCJl, 6one3nu lllerpena onpenensitorcs B
4-17% cnyyaes.

AyToaHTHTENA K
oxpHonenodeunoin JTHK
(anTH-Ss-/IHK)

Hecnenmuduynbl 10  OTHOWIGHWIO K  OMNpeAeTeHHBIM
3a0oneBaHusIM, MNpUCYTCTBYd B opranuzme npu CKB,
3a00J1€BaHUSAX COCOUHUTEIBHOM TKaHW, PEBMATOUIHOM
aprpure, ckaepoaepmun u cuaapome [llerpena

AyToOaHTHTEIA K
ACTParupyeMomy
AJICPHOMY aHTUTEHY
Sm

Bcerpeuarorest B 10-30% ciiywaeB npu CKB. HeratuBnbie
pe3yabrarhl He uckimodaroT Hanmnung CKB. Knunnueckumu
pU3HAKaMH, CBSI3aHHBIMU C TPUCYTCTBUEM SM-aHTHUTEN,
SBJISIFOTCSI arpeCCUBHOE TEUECHHUE 3a00JIEBAHUSI, TIOPAKECHHUE

THCTOHaM

[HHC, BosyaHOYHBIE TIICHUXO03bl W  OTHOCHUTEJIbHAS
COXPAHHOCTb (DYHKIIMH MTOYEK.
AyToaHTHTEIA K [IpeacraBnstor  coboi  OOHY M3 Pa3HOBUIHOCTEU

AHTUHYKJICAPHBIX AHTUTE] W ONPENEIAIOTCS B OCHOBHOM
npu CKB, sBnsisice ee paHHUM Mapkepamu. BeisBisrores y
80% OonbHbix CKB, a Takke y OOJBHBIX MEPBUYHBIM
ownuapHeM nupposzoMm, PA (B 15-50%) u ckimepoaepmun.
YacTto omnpenensirorcss y TMalMeHTOB C JIEKAPCTBEHHOU
KPAacHOM BOJYAHKOM IIOCJIE INPUEMa TaKUX JIEKapCTB, Kak
rupanasud M npokamHamua. OAHAKO y Takux OOJIbHBIX
orcyrcTByeT anTHTena K ds-/{HK.

AyToaHTHTEIA K
HYKJIEOCOMaM

Oo6napyxuBaercs mpu CKB co cnieruduaHoCThIO, OJIHU3KO0M
k 100%. Hepenko cBUAETENBCTBYIOT O MOPAKEHUHU MOYEK
(smomyc-HedpuT)

AyToaHTHTEIA K
pubocomMaIbHbIM
oenkam P

Cnemuduunst gyist CKB. Berpeuatorest y 10-20% 607bHBIX
¢ CKB. Onm B3aumozeictByioT ¢ ¢dochonporenHaMu
pubocom u Berpevarorcs y 0oiabHbIX CKB ¢ mopaxkenuem
LEHTPAJIbHOM HEPBHOW CHUCTEMBI, MOYEK W TNeueHu. Mx
obnapyxenne cnerubuuno mis CKB, mportekaromei ¢
BOJTYaHOYHBIM IICHXO030M.

AyToaHTHTENA K
aHTHTC€HAM
MutoxoHaApuii AMA-2

AHTHUTETA K aHTUTeHaAM MUTOXOHIPUM MA-2,
PAaCMOJIOKEHHBIM Ha BHYTPEHHEW OpraHesuibl. XapaKTepHbI
JUTSI TIEPBUYHOTO OWJIMAPHOTO HHMppo3a TMe4YeHu. Taxxke
MOTYT OBITh OOHAPYKEHBI TPH JPYTrUX 3a00JIEBAHMSIX
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neyenn (30%), mnOpuU MPOrpeCcCUPYIONIEM CHUCTEMHOM
ckiepose (7-25%)
AyToaHTHTEIA K BoisBisitorcss 'y 100%  OONBHBIX €O CMEUIAHHBIMU

PUOOHYKIICOTIPOTEUTY

3a00JI€BaHUSIMU  COCUHUTEIBHOM TKaHU (CHUHAPOMOM
[apna) v moutH y nonoBunbl 001bHBIX CKB. Tutp anTuTen
KOppEIUPYET C KIMHUYECKOM aKTUBHOCTBIO 3a00JI€BaHUSI.

AyToaHTHTENA K
LHEHTpOMEpaM

O6HapyKUBaIOTCS pu OTPaHUYEHHOU bopme
ckineponepmuu, mnpu CREST-cunmpome  (KaibIHuHO3,
cuaapoM Peiino, 330darut, Teneanrmodkrazuu) y 70%
nanueHToB. VX Hanuuue ykas3blBaeT Ha OJarompusiTHBINA
UCXOJ] 3a00JIeBaHMsI, HU3KYI0 BEPOSITHOCTh MOpPaKEHUs
BHYTPEHHHUX OPTaHOB.

AyToOaHTHTEIA K
LUATOIJIa3MaTUYECKOMY
anTureny Jo-1 (k
ructuanH-TPHK-
CHHTETa3e)

Oo6nHapyxuBatoTcs y 25-35% OO0JIbHBIX JIEPMATOMUO3UTOM.
YacTo cBsi3aHbI C CUCTEMHBIMU TMPOSIBICHUSIMU: JIETOYHBIM
¢bubpo3oM u cuHIpOoMOM PeliHo.

AyToaHTHTENIA K
HAaTUBHOMY SIIEPHOMY
anTUreHy SS-A

Haunboinee yacto onpenenstoTcs y NalMEeHTOB ¢ CUHAPOMOM
[llerpena (4-080% cnyuaeB), mpu CKB (30-40%), mpu
nepBUYHOM OwnapHoM 1uppose (20%), mpakTUuecKd B
100% cmyyaeB KpacHOW BOJYaHKU Y HOBOPOKICHHBIX.
OO6buHO BeTpevaercs: B nomyssiiuu 'y 6omapHbIX CKB ¢
BBIPAKEHHOW CUMITTOMATUKON (DOTOCEHCUTHUBHBIX KOKHBIX
ITPOSIBJICHUM.

Aytoanturena K RO-
52

BoiBmsitorcss mpu  pasnuunbix  AW3, HO Haumbonee
xapaktepnbl 1jis1 CKB u cunapoma lllerpena

Aytoantutena k SS-B

Haxonmst moyTu HCKIIOUMTENbHO y *eHumH (29:1) npu
cuapome  lllerpena  (40-80%), HO Takxke TIpU
JTUCCEMHHUPOBaHHON KpacHoi Bomdanke (10-20%). Ilpu
cugpome lllerpeHa oOBIYHO BCTpPEYAIOTCS KOMOWHAIIUU
aatuten kK SS-Au SS-B

Ayroantutena k Scl-
70

AHTHECKIIEpOAepMalIbHbIE ~ aHTUTeNna  (aHTUTENa K
TOTIOM30MEpa3e) BBIABISIOTCS MpU TudPy3HOM U peke mpH
orpanndeHHon (opme ckiepoaepmun, CREST-cunmpome.
Onu BhICOKOCTICTU(PUYHBI JIJIS1 CKJICPOJICPMUN U SIBIISTIOTCS
IUIOXUM  TPOTHOCTUYECKUM TPU3HAKOM OTHOCHTEIIHHO
pa3BUTHS JIETOYHOTO (hHuOpo3a.

Aytoantutena k Pm-
Scl

O6HapyxuBarotcs y 50-70% mnanueHToB ¢ KOMOWHAIMUEH
CHUMITTOMOB MOJIMMHUO3HTA, JIepMaTOMUO3UTA u
ckiepoaepmun. PacnpoctpaneHHOCTh cocTaBisier 3% mnpu
ckiepoaepmuu (nubdysnas popma) u 8% npu IM u [IM.

PeBmaToumuniit
daktop (PD)

Omnpenensercs y 75-80% OonpHBIX PA aptpuTom, Kpome
Toro, OOHapyxkuBaercsi mnpu cunapome lllerpena,
ckaepoaepmun, JIM, runeprammarnoOynuHemMusix, B-
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KJIETOUHBbIX JuMbonponardepaTuBHbIX 3a0oneBanusx. 1o
cBoelt npupojae PO — ato anturena nmpotuB FC-pparmenTa
IgG. Yame (mo 90%) >tu antuTena otHocarcs K IgM, Ho
BcTrpevarotes U 19G, IgA u IgE=anturena

AHTHTENA K
HUKINYECKOMY
UUATPYJIMHUPOBAHHOMY
nentuny (antu-LLIT)

Iloxa3aHO, YTO aHTUTENA K JMHEHHOMY CHUHTETUYECKOMY
NEenTUAY, COJAEpXKalleMy HEOOBIYHYI0 aMUHOKHCIOTY
HUTPYJINH, TPUCYTCTBYIOT B 79% CBIBOPOTOK OT OOJIBHBIX
PA co cniemmduanocteio 11 PA 97% u o0HapyXUBatOTCS
Ha o4yeHb paHHel craguu PA. Kpome Toro, Tect mo3Bosiser
g epeHIpoBaTh 3PO3UBHYI0 U HEIPO3UBHYIO (POPMBI
PA. Y ALIIII(+) naniueHTOB OTMEYaeTcsi O0JbIast CTEIEHb
HOBpEXKACHUS Xpsla 1o cpaBHeHuto ¢ ALTIII(-)
nagueHTamMu.  IIporHoctudeckass  LIEHHOCTb  METOJA
BO3pacTaeT, €CJIM €ro UCHOJb3YI0 B KoMOuHauuu ¢ PO. Otor
TECT mo3BoJsieT AuddepeHunpoBarb PA ¢ apyrumu
3a00JIeBaHUSIMU COECIMHUTEIIbHOMN TKaHM.
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TecToBBIC 3a1aHUA

1. AnTHHYKJeapHble anTUTeNa, |G, ckpununr, UMA (AHTHsIIEpHDbIE

anTuTea, Antinuclear antibodies, ANAs, EIA)

A.OnuH U3 pacpoCTPaHEHHBIX CKPUHUHTOBBIX TECTOB, UCTIONB3YEMBIX JIJIS
JTMArHOCTHKHU ayTOMMMYHHBIX 3a00JICBaHUM

B.OnuH u3 pacnpocTpaHEHHBIX CKPUHUHTOBBIX TECTOB, UCIOJIb3YEMBbIX IS
JTMAarHOCTUKHU ayTOMMMYHHBIX 3a00JI€BaHUI TTOUEK

C.OnauH u3 pacpoCTpaHEHHBIX CKPUHUHTOBBIX TECTOB, HCTIOIB3YEMBIX TS
JTUArHOCTUKHU ayTOMMMYHHBIX 3a00JI€BaHUI OIMIOPHO-IBUTATEIHHOTO araparta

D.OnauH U3 pacnpoCTpaHEHHBIX CKPUHUHTOBBIX TECTOB, UCIIOIH3YEMBIX IS
JTUArHOCTUKHU ayTOUMMYHHBIX 3a00JICBaHUI TICUCHH

E. OnuH U3 pacnpoCTpaHEHHBIX CKPUHUHTOBBIX TECTOB, UCITOIB3YEMBIX IS
JTMArHOCTUKY MOJUHEHPONaTuu

2. AuTunykJjeapublii pakrop (AH®, HEpP-2, TuTpbl. AHTHHYK/IEapHbIE
aHTHTEJa METOJAOM HeNmpsiMoii MMMYHOQJIIOOpecHeHIMHA Ha Mpenaparax
HEp-2-kiaerox; ANA IF, titers)

A.Tect mnokazan 11 auddepeHIanbHON JTUarHOCTUKU  3a00JIeBaHUM
CUCTEMBI KPOBH

B.Tect nmokazan mis nuddepeHIMaIbHON AUATHOCTUKH AyTOMMMYHHBIX
3a00s1eBaHUI

C.JIabopaTOopHBIM MapKEepOM CHCTEMHBIX 3a00JEBaHUU COCAMHUTEIBHON
TKaHM SIBJISIOTCS aHTUHYKJICAPHBIC aHTUTEA.

D.Tect mnoxkazan mig auddepeHuuanbHOl AUArHOCTUKA 3a00JIeBaHMIM
OpTaHOB JBIXaHUS

E. Tect moka3zan 111 qudpepeHImanbHON JUarHOCTHKY TOJIMHEHPOTIaTHH

3. Anututena kiaacca 1gG k aBycnupanbhoii (HatuBHoi) JTHK (aHTH-
ncJIHK 1gG, anti-double-stranded (native) DNA IgG antibodies, anti-dsDNA
19gG)

A.Bricokocnienin(puiHbIA MapKep CUCTEMHOM KPACHOW BOJTYaHKHU

B.Mcnonb3yoT A8 AUArHOCTUKM UM MOHMUTOPHUHIA TEUYEHHUs CHUCTEMHOU
KPaCHOM BOJTYaHKU

C.IlpucyrcrBue antu-nc/IHK IgG B Oosiee HU3KOM KOHILIEHTpalUU
oTMedaeTcs npu Apyrux Aud@Py3HbIX O0JIE3HSIX COCAMHUTEIBLHON TKAaHW WIIU
JeKapcTBEHHO-UHAympoBanHoi CKB

D.Bce BbllIe EpEYUCICHHOE BEPHO

E. cnonb3yroT 1j1st AMarHOCTUKY MOJUHEHPONaTuu

4, IManean AHTHHYKJI€APHbIX AHTHUTEJ npu
ckiaepoaepMun(SCLERODERMA ANTIBODIES PANEL) (Scl-70, CENP
A,CENP B, RP 11, RP 155, ¢puopuaasipun, NOR 90, Th/To, PM-Sc100, PM-
Scl 75, Ku, PDGFR, Ro0-52)
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A. HccnegoBaHue npeAHA3HAYECHO JiA ONPEIEICHUS] AaHTUHYKJICapHBIX
AQHTUTEJ TIPU CKIICPOJACPMHUH, I TUArHOCTUKHU U TSKECTU TeUeHUs 00JIE3HU

B.UccnenoBanne TmipeAHa3HAYCHO JUISI  ONpPEACICHUS aHTHUHYKJIEApPHBIX
AHTUTEJ MPU CKIICPOAECPMHUM JIJISI OLICHKH CTEIICHU MOPAXKEHHUSI OPTaHOB U CUCTEM

C.Uccnenopanue mnpeaHa3HAYEHO [JIsi OIpeaeieHus aHTUHYKIICapHBIX
aQHTUTEN, JJI1 JIMaTHOCTUKH W TSHKECTH TEUYeHHS aHTU(HOCHOTUTIUTHOTO
CHUHJIpOMa

D.UccnenoBanre mnpeaHa3HAYEHO JJIsi OMNpPEACICHUS aHTUHYKIICApHBIX
AHTUTEI JJIsl MaTHOCTUKHA 09aroBO (JOPMBI CKIEPOACPMHH

E. Mcnonb3yroT AJisi AMarHOCTUKY MOJIUHEHPONIaTUr

5. Antutesaknykiaeocomam, lg G (NUCLEOSOME, CHROMATIN
ANTIBODY, IgG)

A. Vmeror Oonbllloe 3HAYEHHS B IMATOTE€HE3e MOPAKEHHsI IOYEK IpHU
BOJIYAHOYHOM HedpuTte

B. Tlokazan nns auarHoctuku u nuddepennmansioil nuarnoctuku CKB,
BOJIYAHOYHOTO IJIoMepyioHedpuTa

C. Ilokazan st IUAarHOCTUKU U JUdepeHIMaTbHON TUAarHOCTUKU MPU
KJIMHUYECKUX NMPU3HAKaX PEBMaTHUYECKOIr0 3a00JIeBaHuUs

D. Bce BplllIe IEpEYNCIIEHHOE BEPHO

E. Tloka3aH Jy1s1 IMarHOCTUKU ayTOMMYHHBIX SHAOKPHHHHBIX 3200JIEBAHUI

6. Hmmyno6sor antunykjgeapHbix aHTuTed (ANTINUCLEAR
ANTIBODY) (Sm, RNP/Sm, SS-A (60 k[la), SS-A (52 x/a), SS-B, Scl-70,
PM-Scl, PCNA, CENP-B, dsDNA, Histone, Nucleosome, Rib P, AMA-M2,
Jo-1 aHTHreHy)

A.Vmmynobnor  obecnieunBaeT — auddepeHnnanbHyl0  TUArHOCTHKY
OCHOBHBIX CUCTEMHBIX PEBMaTHUECKHUX 3a00JI€BaHUMN

B.UmmyHoOn0T  oOecrieunBaeT  auddepeHnuanbHyl0  THAarHOCTHKY
3a00JIeBaHUI CUCTEMBI KPOBU

C.Ummynobmor  obecrieunBaer  auddepeHIuaibHyl0  JUArHOCTUKY
3a00JIeBaHUM JIETKUX

D.MUmmyHoOn0oT  obecrieunBaeT  auddepeHnnanbHyl0  THarHOCTHKY
3a00JIeBaHUI OPraHOB MUILEBAPECHUS

E.UmmyHnoOnor  obecnieunBaer  Jud@PepeHIHaNbHYI0  TUarHOCTHKY
ayTOMMYHHBIX YHIOKPUHHHBIX 3a00JIeBaHMIA

7. AHTHTeJIa K IKCTparupyeMomy HykjaeapHomy antureny 1gG (QHA,
Extractable Nuclear Antigen Antibodies, ENA) (cmecs RNP/Sm, SS-A (Ro),
SS-B(La), Scl-70, nenrpomepnnliii 6esioxk B u Jo-1)

A.JlaHHBIII TeCT AA€T BO3MOYKHOCTh NPOBOAUTH PAHHIOK JIHArHOCTHKY
CUCTEMHBIX 3a00JIeBaHUIN

B.OOecneunBaeTr yTOYHEHME JAMarHo3a CHCTEMHOTO 3a00JieBaHUS MpU
HESICHOM KJIMHUYECKOW KapTUHE
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C.OO0ecrmeunBaeT yTOYHEHHE JMarHo3a CHUCTEMHOTO 3a00JeBaHUsS TpHU
npoBeicHNH U PEpeHINAIBHON JUATHOCTUKH

D.Bce BbIIIIC IEPEYNCIICHHOE BEPHO

E.OOecnicunBacT yTOYHEHWE JWarHo3a ayTOMMYHHBIX OHIOKPUHHHBIX
3a00JIeBaHU I

8. AHIIA Amnturena k mnporeuHase3d(antu-IIP3), AntMTeNna K
muesonepokcuaase(anru-MIIO)

A. OOecrieunBaeT yTOYHEHUE [HATHO3a AyTOMMYHHBIX 3HIOKPUHHHBIX
3a00J1eBaHU I

B.O0ecneunBaeT OHarHoCTHUKE 3a00J€BaHHl OMOPHO-ABUIATEIHLHOIO
armnapara

C.O6becrieunBaeT THarHOCTUKE 3a00JICBAaHUIN CUCTEMBI KPOBHU

D.O6ecneunBaeT 1MarHoCTUKE 3a00JIEBaHUII MOYETIOJIOBOM CUCTEMBI

E. ObecrnieunBaer JIMarHOCTUKE CHUCTEMHBIX BACKYJIUTOB,
aCCOLMMPOBAHHbIE C  AHTUHEHUTPO(QWIBHBIMU  LUTOILNIA3MATUYECKUMHU
antutenamu (AHLIA-CB)

9. KauecTBeHHOE€ onpeaesieHue (MOJ0KUTETbHO/OTPHUIATEIBHO)
anTute kiaacca IgM u 19G k dpochonunugam (kapauoIuNmnH,
dpocharuauiaosas kucsaora, pocharuaniaxoaut, pochaTuanIITAHOIAMUH,
dpocharuauaranuepoli, pocharuIUIMHOIUTO, PocHaTHIUICEPUH) U UX
kodakTopaM (ImJIa3MeHHbIM OesikaM) - B2-riiukonporeuH I, nporpomoOuH,
aHHEKCHUH V B CHIBOPOTKE MJIU IJIa3Me YeJIOBEKa MeTOA0M HMMYHO00J10Ta
(TecT-M0JI0CKH ¢ HAHECEHHbIMM AHTUTeHAMU)

A.XapakTtepHo Ay aHTUPOYOTUTUAHOTO CHHAPOMA

B. Xapaxrepno qist CKB, cuctemHuoii ckiepoaepmMun

C. Xapaxkrepno nis quddy3noi 6one3nn coequnutenbHoi Tkanu (JIBCT).

D.XapakTepHo /1t IepMaTOMHO3UTa

E. XapakTepHo /151 ayTOUMYHHBIX BOCHAIMTENbHBIX 3a00I€BaHUN
KHUIIIEYHUKA

10. Peematounnbiiipakrop(P®P). AnTHTEIA K
HUTPYUIMHUPOBAaHHBIM Oenkam (ALLB)

A. JlaHHBIM TECT JaeT BO3MOXHOCTh MPOBOJUTH JIUATHOCTHKY
cuapoma [llerpena

B.JlauHbIli  TeCT  JaeT  BO3MOXKHOCTb  MPOBOJUTH  JUATHOCTHUKY
PEBMAaTOUIHOTO apTpUTa

C. lauHblii TecT AaeT BO3MOKHOCTb NPOBOAUTH JUATHOCTUKY OO0JIE3HU
bexuera

D. JlaHHBII TECT JaeT BO3MOXHOCTb IPOBOJAUTH JIHArHOCTHKY
AHKWJIO3UPYIOILETO CIIOHININTA

E. JlaHHBII TECT 1aeT BO3MOXHOCTb IPOBOJANTH TUArHOCTHKY ayTOMMYHHBIX
BOCTIAJINTENIbHBIX 3a00JIEBAaHUN KUILIEYHHUKA
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11. KpynHorpanyJsipablii Tl cBeuenus sapa (AC-5) yka3piBaeT Ha
HAJIMYHe aHTHHYKJIeapHbIX anTuTea nporuB UL/RNP, Sm.

A. XapaxkTepHo JUisl CMEIIaHHOTO 3a00J1€BaHUsI COSIMHUTENILHON TKaHU

(c-m Hlapma)

B. Xapakrepno aiia CKB

C. XapaxrepHo s cuctemHoi ckiepoaepmuu (CCJI)

D. Bce BblllIe MepeyucIeHHOE BEPHO

E. XapakTepHo 1151 aHKHJIO3UPYIOIIETO CIIOHIAINTA

12. I'omorennblii Tun cBevyeHus sigpa (AC-1) ykaspiBaeT Ha HAJHMYHE
AHTHHYKJICAPHBIX AaHTHTEJ NMPOTHUB HYKJIeocoM, ABycnupaiabHoil ITHK u
THCTOHOB.

A. Xapakrepnsl 1 CKB, nekapcTBEHHOUN BOJTYaHKU

B. XapakrepHsbl U151 CHCTEMHOU CKIIEPOAEPMUU

C. XapakTepHbl XpOHUYECKOTO aKTUBHOTO TeIaTUTa

D. XapakTepHo 1Jis1 aHKHJIO3UPYIOIIETO CIIOHIUITUTA

E. Bce Bbllie nepeuncieHHOe BEPHO

13. MeakorpaHyJsipHblii / TOMOT€HHBIN THII CBEYEHUS /1pa (YACTUIHO
MOJIOKUTEJbHOE SIAPBIIIKO) YKAa3bIBaeT HA HAJIMYHE AHTHHYKJEAPHBIX
anTuTesa nporus Scl-70.

A.XapakrepHo g cucreMHol ckiepojaepmuu (CCL).

B.XapakTepHo 1151 CUCTEMHOro ckjiepo3a ¢ IU(QGy3HBIM MOPAKEHUEM
KOXKH

C.Bce nepeuncieHHoe BepHO

D. XapakTepHO NI CHCTEMHOTO CKJIepo3a C MOpPa)KeHHUEM BHYTPEHHUX
OpraHoB

E. XapakTepHo /yuisi aHKUIIO3UPYIOIIETO CTIOHIUINTA

14. Meakorpanyasipublii THn cBeueHus sapa (AC-4) ykasbiBaeT Ha
HAJIMYHe aHTHHYKJIeapHbIX aHTHTE] mpoTuB SS-A (R0), SS-B (La).

A.Xapaktepno mia Cunapoma llerpena, CKB

B. XapakTepHo A JepMaTOMHO3UTa, PEBMATOMIHOTO apTPHTA.

C. XapakrepHo g cuctemHoi ckiepoaepmuu (CCJ), mogocTpoit KoxKHOM
KPaCHOM BOJIYAHKM.

D.XapakTepHo AJi1 aHKUJIO3UPYIOMIETO CTIOHAUINTA

E. Bce Bbllle nepeyncieHHOe BEPHO

15. SIapbINIKOBBIH TOMOTreHHBII TOMOreHHbI THI cBeueHus sapa (AC-
8) yka3bIBaeT Ha HAJIMYHe AaHTHHYKJIEAPHbIX aHTHTE] npoTuB PM-Scl.

A.XapakTtepHo 1151 cucteMHoi ckiepoaepmuu (CC/L

B. XapakTepHo 17151 IepMaTOMUO3HUTA

C.Bce nepeuncienHoe BepHO
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D.XapakTepHo U1l IOJ0CTPOIl KO)KHOW KPAaCHOM BOJTYAHKH.
E. XapakTepHo AJi11 aHKUIIO3UPYIOIIETO CIIOHAUINTA

16. SInpelmkoBbIi rbI0YaThIi THI cBeueHus sapa (AC-9) ykasbiBaer
Ha HAJIUYHE AHTHHYKJI€aApPHBIX aHTUTEJ NpoTHUB U3-
SNORNP/¢pudpunaapun.

A.XapaktepHo 1 cucteMHon ckiepojepmun (CCJI)

B. Xapakrepno 15 cunapoma Illerpena

C.XapakrepHo misa 6one3nn bexdera

D.XapaxTepHo JTsi aHKATIO3UPYIOIIETO CTIOHIUINTA

E. XapakTepHo /151 peBMaTOUTHOTO apTPUTa

17. LHenTpomepHuniii Tun cBeuenus sapa (AC-3) (Dots>30) yka3piBaeT
HA HAJIMYHE aHTHHYKJeapHbIX aHTUTe]a npoTtuB CENP-A, B.

A.Xapakrepno miia cucreMHoi ckieponepmuu (CCJJ

B.Bce nepeurnciieHHOE BEPHO

C. XapakrepHo 115t nepBudyHoro ounuapsaoro xonanruta (I16X)

D.Xapaxkrepno st Cunapoma Illerpena.

E. XapakTepHo /isi aHKUIIO3UPYIOIIETO CIIOHIUINTA

18. MHo:KkecTBeHHBbIH THI CBeUeHHUS sapa (Touku B sape, AC-6 Dots 6-
20) yka3piBaeT HA HAJIUYHMe AHTHHYKJIeapHbIX aHTUTe npotus SP-100.

A.XapakTtepHo ayig nepBuyHoro omnapHoro xonanrura (I16X).

B. Xapaxkrepno aia auddysnoit 6one3nu coenunutensHoil Tkanu (IbCT).

C.Bce nepeuncieHHoe BEpHO

D.XapakTepHo AJi1 JepMaTOMHO3HTA.

E. XapakTepHo AJi1 aHKUIIO3UPYIOIIETO CIIOHAUIUTA

19. 'oMoreHHbIH THII CBEUEHHUS Spa ¢ TOHKUM JIMHEHHBbIM CBe4YeHUEeM
sinepHoii memOpanbl (AC-11) yka3piBaeT Ha HAJIUYHE AHTHHYKJIEAPHBIX
aHTHTEe] npoTuB Lamin (1amunsl A, B, C, WM JJaMHH-acCOIUMPOBAHHbIE
0eJikm).

A.Xapaktepno miis CKB.

B. Xapaxrepno qis Cungpoma lllerpena

C.XapakTepHo 1Ji1 CEpOHETaTUBHOTO apTpUTa

D.XapakTepHo 1151 aHKUJIO3UPYIOIIEro CIIOHIUIINTA

E. Bce Bbllle nepeyncieHHOe BEPHO

20. Meakorpanyasipusiii  T™Hnm  cBeuenus — saapa  (AC-26,
chromatinnegative, spindie (MuTOTHYecKOe BepeTeHo) pPOSitive)
YKa3bIBaeT Ha HaJIMUMe aHTHHYKJeapHbIX aHTuTea nmporuB NUMA 1
(aHTHTEJIA K MUTOTHYECKOMY ANMNAPATY KJIETKH).

A.Xapakrtepno 1 CKB, cuctemnoii cknepoaepmuu (CCJI)
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B.Xapakrepno nns Cungpoma lllerpena, cmemanHbIX 3a0o0sieBaHUN
COEIMHUTENLHON TKaHU, PEBMATOUIHOTO apTPUTA.

C.XapaxkrepHo aiis neppuyHoro omnuapHoro xojanruta (IT6X).

D.Bce BbllIe EpeYUCICHHOE BEPHO

E. XapakTepHo A1 aHKUJIO3UPYIOLIETO CIIOHAMINTA

21. HuromaasMaTu4ecKuil  MeJIKOTpaHyJsipHblil, auddy3Hoe
OKpalIMBaHHe IHUTOILIA3Mbl, HAaJIO)KeHHe KpymHbIX Touek (AC-20)
yYKa3bIBaeT HA HAJIMYME AHTHHYKJICAPHBIX AHTUTEJ NpoTuB JO-1.

A.XapakTepHO i1 «AHTUCHUHTETa3HbIA CHHIPOM», MOJUMHO3HTA
JE€pMaTOMHO3UTA

B.Bce nepeurncieHHOe BEPHO

C. Xapaxtepno st moxanbHoi CCJJ

D.XapaxkTepHo /uisi HIMOMATHYECKOTO TIEBPAIIBHOTO BBITIOTA

E. XapakTepHo /uisi aHKUJIO3UPYIOIIETO CIIOHTUINTA

22. ITossipHOE NUTOILUIA3MATHYECKOE OKPALIIUBAHKE € OJTHOH CTOPOHBI,
komiuieke TIoabmku B muromiazme (AC-22) ykaspiBaeT HAa HaJIH4YHe
AHTHHYKJIEAPHBIX  AHTUTEJ  NPOTHB  T'MAHTHH/MaKpPOTrOJIbIKHUH,
rojbIxuH-95/GM130, roabaxud-160, roabIkuH-97, roJbIKHH-245,

A.Xapakrepno aia Cunapoma Hlerpena (PEJAKO), CKB, peBMaTonaHoro
apTpuTa

B. Xapakrepno aia auddysHoi 6onesznu coenuaurenbHoit Tkanu (IbCT),
rpanyiemMaro3a Berenepa

C.Bce nepeuncieHHoe BepHO

D.XapakTtepHo i1 UAMONMATHUYECKOW  MO3XKEYKOBOM  aTaKCHH,
NapaHeOoIIaCTUYECKON MO3KEUKOBOM JIeTeHEPallii, BUPYCHBIX HHPEKIUAX

E. XapakTepHo AJi1 aHKUIIO3UPYIOIIETO CIIOHAUIUTA

23. MUTOXOHAPHAIBbHBIN / PETUKYJISPHbIA THII CBEYEHUS LIUTOILIA3MBI
(0osbIIME IUTOILVIA3MATHYECKHE TOYKHU, PACIOJIOKEHHbIE B HUTEBH/IHOM
cetn) (AC-21) yka3pIiBaeT Ha HAJINYHE AHTHHYKJI€APHBIX AHTHTEJ
nporus AMA-M2.

A.XapakrepHo aiia nepBuyHoro ounmapHoro xonanrut (IT6X).

B. Xapaxrepno s 6one3nu bexuera

C.Xapaxkrepno ansa curapoma lllerpena

D.XapaxrepHo st iuddy3HbIX 00JI€3HU COCTUHUTENBLHON TKAaHU

E. XapakTepHo /151 aHKUIIO3UPYIOIIETO CIIOHUINTA

24. Iluromjia3MaTHyecKoe CBeYeHHE OT MeJKOIPAHYJAPHOIo [0
TOMOTECHHOI'0, TOYKH B siipe (CMEIIAHHBIN THUII) YKA3bIBAET HA HAJIUYHE
aHTHHYKJIeapHbIX aHTHTe] mpotuB Ribosomal phosphoproteins , Coilin.

A.Xapakrtepno 1 CKB, cucremnoit ckinepoaepmuu (CCJI)

B. Xapakrepno nns Cunapoma [lerpena
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C. XapakrepHo nist nepsudHoro ounuapaoro xosanruta (I16X).
D.Bce nepeuncieHHOE BEpHO
E. XapakTepHo AJ11 aHKUIIO3UPYIOIIETO CIIOHIMINTA

25. KaabnpoTEeKTHH - MPOAYKT HEUTPOPMIbHBIX ITPAHYJIOLNTOB

A.XapakTepHo i1 CUHJIpOMa pa3IpaKEHHOTO KUIIIEYHUKA

B. XapakTepHo /it BocaIuTEeIbHBIX 3a00JIeBaHUM KUllIeYHUKa (00JI€3HU
Kpona, HAK)

C. XapaxkrepHo st nepBudHOro ounuapuaoro xonanruta (I16X)

D.XapakTepHo [Uisl ay TOMMYHHBIX OPAXKEHUH MIEYEHH

E. XapakTepHo 17151 aHKUJIO3UPYIOIIEro CIIOHIAITUTA

26. AHTHTeJIa K AllHHAPHBIM KJIETKAM MOIKeJTy104HO *keje3bl, 1gG
u IgA cymMMapHO (aHTHTe/a K 3K30KPHUHHON YaCTH MOIKeJIy/10YHOM
skese3bl, Autoantibodies against Exocrine Pancreas, Pancreatic
Antibodies, PAB)

A.XapakrepHsl 17151 3200J€BaHUI MOHKETYTOUHOM JKeIe3bl

B. XapakrepHsl A1 ayTOUMYHHBIX 3a00JI€BaHUM TIEUEHU

C.KnuHnuecku accolMUpoOBaHbl C BOCTIAIUTEIbHBIMU 3a00JI€BAHUAMU
KUILIEYHMKA U HauboJee XxapakTepHsl i 6one3nn Kpona

D.Xapaxkrepssl 11 nepsuuHOro ommapHoro xonanrura (I16X)

E. XapakTepHo /U151 aHKUIIO3UPYIOIIETO CIIOHIUINTA

27.AuTuTena kiaaccoB IgA u 1gG k 00KaJOBHIHBIM KJI€TKAM
KHIIevyHnka, cymmapuo (Anti-Intestinal Goblet Cells Antibodies, GAB,
IgA, 1gG, Total)

A.OOHapyXeHHe aHTUTEN, ACCOLIUUPOBAHHBIX C CHHAPOMOM
pa3ipakKeHHOTO KUIICUHUKA.

B.O6napy:xeHue aHTUTEN, aCCOIIMUPOBAHHBIX ¢ Oosie3HbI0 KpoHa

C.OOHapyxeHHne aHTUTEI, aCCOLIMMPOBAHHBIX C IIEIMaKUEH

D.O06napyxeHue aHTUTEI, aCCOIIMUPOBAHHBIX C HECTIEU(DUUECKIM
SI3BEHHBIM KOJIHUTOM

E. XapakTepHo /st ayTOMMYHHOTO TenaTuTa

28. Aututena 1gG u/mau IgM k ranrauosuaam (anti-GM1, GM2, GM3,
GD1a, GD1b, GQ1b, GT1b,)

A.TecT aJ1s1 TMarHOCTUKY TTOJTMHEHpoTaTHi

B.TecT mist AMarHOCTUKY ayTOMMYHHBIX BOCTIAIUTEIBHBIX 3a00JIeBaHUM
KUIIICYHUKA

C.TecT 1y TMarHOCTUKH DHIOKPUHHBIX 3a001€BaHUN

D.Tect m1g AMarHOCTUKN MEIIAHHOTO 3a00JICBaHNs OCIMHUTENLHON TKAaHH

E. TecT mist AMarHOCTUKY ayTOMMYHHOTO Te€MaTUTa

29. CKpMHHHI aHTHTEJ K 0cTPOBKOBBIM KiaeTKkaM (ICA)
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A.TecT aJisi TMarHOCTUKYU SHAOKPUHHBIX 3a00JI€BaHUI

B.TecT 11 AMarHOCTUKYA ayTOUMYHHOT'O TelaTUTa

C.Tect 1st IMAarHOCTUKH BOCITAJIUTENBHBIX 3a00JIEBAaHUI KAIIICUHHKA
D.Tect my1s AMarHOCTUKYU MOJUHEHPOTIATHN

E. Tect muyis AMarHoCcTHKU caxapHoro auadera 1 Tuma

30. AnTuTena kiaaccoB 1gG u IgA k GP2 aHTUreHy HEHTPOAIIMHAPHBIX
KJIETOK MO/KeJTy10uHoi keae3bl (Anti-GP2, 19G, 1gA)

A.OGHapyXeHHEe aHTUTEI, aCCOIMUPOBAHHBIX C HecTIeU(pUIecKuM
S3BEHHBIM KOJIUTOM

B.OO0HnapyxeHune aHTUTeIN, aCCOLIMMPOBAHHBIX ¢ 601e3HbI0 KpoHa

C.Obnapy>xeHue aHTUTEN, ACCOLIMUPOBAHHBIX C AyTOUMYHHBIM T€aTUTOM

D.OO0HapyxeHune aHTUTel, aCCOIMUPOBAHHBIX C BACKYJIUTOM

E. OOHapyxeHHe aHTUTEI, aCCOLMUPOBAHHBIX C CaXapHbIM AUa0ETOM
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OTBeThbI K TECTOBBIM 3aJaHUAM
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21 B
22 C
23 A
24 D
25 B
26 C
27 D
28 A
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