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HOPMATUBHBIE CCBIVIKHA
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u3zatenbekomy neny. Pedepar u annoranus. Oomiue TpeboBaHus»;

— T'OCT 7.0-99 «Cucrema craHmapToB mno uHpopManuu, OHOIUOTEYHOMY |
u3JIaTeNIbcKoMy jiey. IHpopMaImoHHO-OM0IHOTe HAs IeATEIIBHOCTE, Onbnuorpadus. TepMuHbI
U OTIpE/ICTICHUS

— I'OCT 7.32-2001 «Cucrema craHgapToB 10 wuH(pOpMaIK, OUOIUOTEYHOMY U
uznatenbekoMy aeny. OTueT o HayyHO-HcCcienoBaTenbckol pabore. CTpykTypa M IpaBHiia
o opMIIEHUAY;
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u3natenbekoMy neny. [pencrasinenue gat u Bpemern. O0mme TpeOoBaHM;

— TI'OCT 7.1-2003 «Cucrema crtaHaapToB 1o wuHpoOpMAIUK, OUOIMOTEUHOMY H
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TpeOOBaHUS U MPaBUJIA COCTABIICHUSY;
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— T'OCT P 7.0.1-2003 «Cucrema crangapTtoB no uHpopMaluu, OUOIMOTEYHOMY H
u3garenabckoMy aeny. M3aanus. 3Hak oXpaHbl aBTOPCKOro mpasa. O01mme TpeboBaHMs U IpaBuiIa
odopMITEHUS;

— I'OCT P 7.0.4-2006 «Cucrema craHaapToB 1O HH(pOpMaIMH, OUOIUOTEYHOMY U
u3natenbckoMy Jneny. M3ganus. Beixoguele cBepenusd. OOmume TpeOoBaHMs M IpaBHIia
oopmIIeHUSD;

— I'OCT P 7.0.49-2007 «Cucrtema craHgaptoB no uHboOpmarui, OUOIMOTEUHOMY U
u3garenbckoMy Jieny. locynapcTBeHHBIH pyOpHKaTop HayyHO-TEXHHYECKOH HH(opMarum.
CrtpykTypa, IpaBuia UCIIOJIb30BAHUS U BEACHUS;

— I'OCT P 7.0.53-2007 «Cuctema cTaHgapToB MO HH(OpMaruH, OHMOIMOTEYHOMY WU
U3lartenbCcKoMy  Jeny. M3nanmsa. MexayHapoaHbI  CTaHAAPTHBIA  KHWXKHBIM ~ HOMeED.
Vcnonb30BaHue U U3aTeNbCKOE O(OPMIICHUEY;

— T'OCT P 7.0.5-2008 «Cuctema cTaHmapToB Mo HHPOpMAIMH, OUOIUOTEYHOMY H
u3garenbckoMy Jneny. bubmuorpaduueckas ccpuika. OOmue TpeGoBaHUS U MpaBUIIa
COCTaBJICHUS»;

— I'OCT P 7.0.12-2011 «Cucrema crtangapToB 1o HH(popMaiuu, OHOIMOTEYHOMY U
u3aarenbckomy aeny. buGnumorpaduyeckas 3anuck. CokparieHue CJIOB U CIOBOCOYETAaHUH Ha
pycckoM si3bike. O01mue TpeGoBaHMs U IPaBUIIAY.



COKPALIEHUSA U OBO3HAYEHMU A

CAP3 — cucremHbIe ayTOUMMYHHBIE peBMaTHUYECKHE 3a00JICBaHUS

PA — peBmMaTouHbIN apTPUT

CKB — cucremHas KpacHasi BOJT4aHKa

CCJI — cucrtemHas CKJIepoepMuUst

BII/CII — 6one3ns/cunapom Illerpena

NBM — nauonatuyeckue BOCHANIUTEIbHbBIE MUOTIATUU

C3CT — cMenranHoe 3a00JI€BaHNE COSAUHUTENILHON TKAHH

A®DC — anTUdOCHOTUTTUIHBIN CHHAPOM

AHIIA — anTHHEHTpO(DMITbHBIE MUTOIIA3MATHIECKAE aHTUTEIIA
AHIIA-CB — cucreMHuble BacKyauThl, cBsizanHble ¢ AHIIA

T per, Trl — perynaropusie T-kneTku

Th — T-helper (T-xennepHsbie KJIETKH)

Tth — T-follicular helper cells (pomnuxynspusie T-xennepHbie KIETKH)
TNF-a — tumor necrosis factor (¢pakTop HEKpo3a OMyX0JIn)

IL — interleukin (uHTEpICHKIH)

IFN — interferon (maTEpdEpOH)

BAFF/BLyS — B-cell activation factor/B-lymphocyte stimulator (B-k1eTouHblif akTHBallMOHHBIN
dakrop/B-numbonuTapHbIii CTUMYISTOP)

CD40L — CD40 Ligand (nurana peuenropa CD40)

TLR — Toll-like receptor (Toll-nogoGHbIe perienTops)

NLR — NOD-like receptor (NOD- nono6Hble perenTopsl)

COD — ckopoCTh OCeNaHNs IPUTPOLIUTOB

CPb — C-peakTuBHbIi1 Oenok

JHK — nezoxcupruOoHyKIIEHHOBasE KUCIOTa

PHK — pubonyknenHoBas KucioTa

Ig — uMmmyHOTIIO0YTMH

AHA — aHTUHYKJI€apHBIE aHTUTEIA

P® — pesmarouanslii hakrop

Al — a"THUTENa K UUTPYUIMHUPOBAHHBIM OEJIKaM

adJI — antudochonunuaHble aHTUTENA

JY — nnarHoctudeckas 4yBCTBUTEIbHOCTh

JY — nuarnoctuyeckas CerupuIHOCTh

ACR — American College of Rheumatology (AmepukaHckas KOJUIETHUS pEBMATOJIOTOB)
OIIOP — oTHoO1IEHKE MPaBAONOJ00MS OTPULIATEIBHOTO pe3yabTaTa TecTa
OIIIIP — oTHOMIIEHNE TTPABAOTIOIOOMS TTOJIOKUTEIILHOTO PE3YJIbTaTa TeCTa
ITIIIP — npencka3aTenbHas HEHHOCTD MOJIOKUTEIBLHOIO PE3YJIbTaTa TECTA
[IIIOP — mpencka3zarenibHasi HEHHOCTh OTPULIATEIBLHOIO pe3ybTaTa TECTa
ROC —receiver operating characteristic (xapakTepucTH4eCKasi KpUBasi, OTpaXkaroIiast
3aBHCUMOCTb YaCTOThI HCTUHHO MOJOXHUTENbHBIX PE3YIbTATOB OT YaCTOTHI JIOKHO
MIOJIO)KUTEIIBHBIX PE3YJIHTATOB)

ITIK — mnomaas noa ROC-kpuBoit

AH® — anTHHYKJI€apHBIN QakTop

a — aHTHUTeNa

JIC — ABYCIIUpaJIbHAs

Sm — anTures Smith

PHII — puGonykiieonpoTenH

SS-A/Ro — aaTuren SS-A/Ro (Robert)



SS-B/La — aaturen SS-B/La (Lane)

RibP — ribosomal protein P (pubocomanehsrii 6emok P)

BA — BOJIYaHOYHBIN aHTUKOATYJISIHT

KJI — kapauosmnue

B2-I'TII — B2-rnuxonpoTens I

Clq — C1g-KOMIIOHEHT KOMITJIEMEHTA

ALIA — aHTULIEHTPOMEPHBIE AHTUTENA

Scl-70 — anTuren Scl-70 (Tononzomepasa I)

Th/To — anturen Th/To

PM-Scl — anturen PM-Scl

Ku — anTuren Ku

TPHK — tpancniopraas PHK

Jo-1, PL-7, PL-12, OJ, EJ, KS, Ha, Zo — amunoanmicuarerassl TPHK

SRP — signal recognition particle (4acTHIIbI CUTHAJILHOTO PACTIO3HABAHUSA )

Mi-2 — nucleosome remodeling deacetylase (neaneTuiasa, peMOgyIUpyIoas HyKJI€OCOMBI)
MDAS — melanoma differentiation-associated protein 5 (6€10K, aCCOIMUPOBAHHBIN C
nudepeHIMPOBKOM METAHOMBI)

TIF1y — transcription intermediary factor-1y (TpaHCKpUNIIMOHHBINA TPOMEXYTOUHBIN (paxTop 1)
SAE — small ubiquitin-like modifier activating enzyme (pepmenT, aktuBupytomuit SUMO -
MaJIbIii YOMKBUTHUH-TI0TOOHBIN MOIM(PUKATOP)

NXP2 — nuclear matrix protein-2 (si1epHbIif MAaTPUKCHBIN O€T0K 2)

HMGCR - 3-hydroxy-3-methylglutaryl-coenzyme A reductase (3-rugpokcu-3-MeTHINTyTapui
Ko(epMeHT A peryKTa3bl)

acN-1A — cytosolic 5'-nucleotidase 1 (uTo301pHasA-5 - HyKIeoTHIa3a 1)

AIIII — aHTHTENA K TUKINYECKOMY HUTPYUIMHUPOBAaHHOMY MENTHY

AMIIB — antuTena Kk MOAUPUIMPOBAHHOMY LIUTPYUIMHUPOBAHHOMY BUMEHTUHY

Il — UTOIIa3MaTuyeckui tun ceedenus AHIIA

[1P-3 — npoTeunnasa-3

I — IepUHYyKJeapHbIii Tun ceeueHnns AHIIA

MIIO — muenonepokcuaaza

NII — ummyHOIIpenunuTanus

JUJI — nBoitHas uMMyHOAUPPY3Hs

KNS ® — xoHTpuMMYHO31IEKTOpOdhope3

PUA — pagnonMmyHOaHanu3

HPU® — nenpsamas peakuuss MMMYHOQIIOOPECHEHIINN

NODA — ummyHODEpMEHTHBIN aHAN3

Wb — ummyHOOGIIOT

OUA — paroopectieHTHBIH UMMYHHBIHN aHATN3

XJINA — XeMHUITIOMUHUCLEHTHBI UMMYHHBIA aHAIN3

MMUA — MyIbTUILUIEKCHBIA IMMYHHBIN aHAJIA3

BUCPDB — BeIcOKOUyBCcTBUTENBHBIN aHanu3 CPb

DAS — Disease Activity Score (MHIEKC aKTUBHOCTH 3a00JI€BaHMUS)

SDAI — Simplified Disease Activity Index (ynpoiieHHbII HHIEKC aKTUBHOCTH O0JIE3HN)
OSIA — 3KkcTparupyemsle 1epHbIE AHTUT€HbI

ICAP — International consensus on ANA patterns (Mex1yHapoaHbII KOHCEHCYC 10 TaTTEpHaM
AHTUHYKJICAPHBIX aHTUTEI)

HPU®-HEp-2 — uccnenosanne AHA meronom HPU® na HEp-2-knerkax

ANA — antinuclear antibody (aHTHUHYKJIEapHBIC AaHTHUTEIIA)

AC — anti-cell (BapraHTbl aHTUKJIETOUHBIX MaTTepHOB AHD)

AWID" — ayTOMMMYHHBII T€maTuT

IOMA — roBeHUIIbHBIN UINONIATUUECKUN apTPUT

PCNA — proliferating cell nuclear antigen (s1epHbIii aHTHTE€H TPOIUPEPUPYIOIIHX KIETOK )
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HMG — high mobility group (rpymnmna XxpoMOCOMHBIX O€JTKOB, Y4aCTBYIOIIMX B TPAHCIIJIAHTAITHH )
DFS — dense fine speckled (s1epHblil aHTUTeH, UMEIOLUHI TUIOTHOE MEJIKOKPAIT4aTOE CBEUYEHUE)
LEDGEF - lens epithelium-derived growth factor (¢aktop pocra snuTenus Xpycraiuka)

CENP — centromere nucleoprotein (leHTpOMEpHBIN HYKICOIPOTEHH )

[1bX — mepBUYHBIN OUITHAPHBIA XOJIAHTUT

PML — promyelocytic leukemia protein (0e0k MIPOMHUEIOIUTAPHOTO JICHKO032a)

AMA — aHTUMUTOXOHIpUAJIbHBIE AHTUTENA
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00pa3yrolue sJIPHIIIKO)
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BBEJIEHUE

CucremHble ayTOUMMYHHBIe peBMaTudeckue 3aboneBanus (CAP3) — rereporenHas
rpynna HMMYHOBOCIAJIUTEIbHBIX OOJI€3HEH, BKIIOUaromas peBMaTouAHblii apTput (PA),
cucteMHyto kpacHyro BoadaHky (CKB), cucremuyto cknepoaepmuto (CCJI), 601e3Hb/CHHAPOM
[erpena (BLI/CI), wumuomaruueckue BocmanuTenbHble Muonatuu (MBM), cmermanHoe
3aboneBanue coeauHuTenbHOM TkKaHu (C3CT), antudochomunuanenii cuaapom (ADPC) u
CHCTEMHBIC BaCKYyJHUTHI, aCCOLMHPOBAHHBIC C AHTUHEHUTPOMUIBHBIMH LUTOIIA3MATUYECKUMHU
anturenamu (AHLIA-CB) [1].

B ocnoBe marorenesa CAP3 nexar mpolriecchl ayTOMMMYHUTETa M ayTOBOCHAJIEHHUS,
CBSI3aHHBIE C T'€HETHYECKU JETEPMUHUPOBAHHBIMM M MHIYLIUPOBAHHBIMM (PAKTOPAMHU BHEIIHEH
cpenpl, nedeKTaMu aKTUBAIMHM MPUOOPETEHHOTO M BPOXKICHHOTO MMMYHHOTO OTBeTa [2—4].
KnroueBbiM komnoneHToM mnaroreHe3a CAP3 sBisercs ayTOMMMYHMTET, (OpMUpPYIOIIMKCS
BCJICJICTBHE TMATOJOTMYECKOW aKTHBAallMM MEXaHW3MOB IPHOOPETEHHOTO (aZanTUBHOTO)
UMMYHHOI'O OTBETA, CIIOCOOCTBYIOIIMX MOTEPE UMMYHOJIOIMUECKON TOJIEPAHTHOCTH M PAa3BUTHUIO
UMMYHHBIX PEaKIM{ B OTHOIICHWH HATHBHBIX OEJIKOB COOCTBEHHBIX TKaHEW (ayTOAHTHIEHOB) C
HapyleHueM OajaHca HMMMYHOKOMIIETEHTHBIX KIETOK B BHJE JeQUIUTA CYNPECCOPHBIX
perynstopubix T-knerok (T per u Trl) u u30bITOUHON akTUBaK YPPEeKTOPHBIX T-XenmepHbIX
kinetok (Thl, Thl7, Tfh), koTopble CTUMYIUPYIOT MOJUKIOHAIBbHYIO Mponudepanuo u
Qg depeHIMpoBKy B-muMponnMTOB M IUIa3MAaTHYECKUX KIETOK, MPOIYKIHUIO ayTOAHTHUTE,
nutokuHoB (TNF-a, IL-1, -2, -4, -6, -10, -12, -15, -17, -21, -23, IFN-y, BAFF/BLyS, CD40L) u
o0pa3oBaHNe CEHCHOMIM3UPOBAHHBIX IUTOTOKCHUECKUX T-mumdponuntos. [Ipu CAP3 nuMMyHHBIN
OTBET HAMpaBjleH IPOTHB MHOXECTBAa ayTOAHTUIECHOB, NPHUCYTCTBYIOIIMX BO BCEX TKaHIX
(HyKJIGHHOBBIE  KHUCIIOTBI, HYKJICONPOTEWABI, O€NKM  TUIa3Mbl), YTO  TNPUBOJUT K
reHEepaTM30BaHHOMY (CHCTEMHOMY) BocnasieHuto [4—5]. AyToBocnaneHue, XapakTepu3youeecs
MATOJIOTUYECKOW aKTHUBAaLlME MEXAaHU3MOB BpOXKJIEHHOTO MMMYHHUTETa, B TOM 4YHCIIE
NEPCUCTUPYIOLIEH aKTHBalMel MOHOLMTOB/MaKpo(aros, NEHIPUTHBIX KIETOK, HEHTpoduioBs,
€CTECTBEHHBIX KJIETOK-KWJIJIEPOB, TYUYHBIX KJIeTOK, ©0azodumioB, Toll- m NOD-nogoOHbIX
peuentopoB (TLR u NLR), undnammacom, runepnpoaykunueit unrepaeiikunon (IL-1, IL-18,
IL-33), unrepdpepono (IFN-o/f), Apyrux mNpoBOCHAIUTENbHBIX LUTOKMHOB M JIOKAJbHBIX
TKaHEBBIX (DAaKTOPOB, YCUIIMBAET BOCMAJICHNE U IECTPYKIIHMIO TKaHel opranusma pu CAP3 [4-5].

CAP3 oTnnyaroTcsi 3HaYUTENBHON paclpOCTPAHEHHOCTHIO B MOMYJISIUH, JOCTUTAIOLIEH
5-9 %, TpynIHOCTBIO paHHEH AMArHOCTMKH, BBICOKOM 4YacTOTONH KOMOPOUAHBIX HapylIeHWH,
OBICTPBIM Pa3BUTHEM WHBAIMIAHOCTH, HEOJIArONPHUATHBIM JKU3HEHHBIM TPOTHO30M M BBICOKOH
cTrouMocThlo JeueHus [2]. IIporpecc B tuarnocruke, teueHnu u npodunaktiuke CAP3 Bo MHOrOM
CBSi3aH ¢ pa3pabOTKOH ®  OBICTPBIM  BHEApPEHHEM B MPAKTHKY HMHHOBAIIMOHHBIX
UMMYHOJIOTHUECKUX U MOJIEKYJIIPHO-OMOIOTHYECKUX METOJI0B UCCIIeIOBAHUS IITUPOKOTO CIIEKTpPa
OmomapkepoB (ayToaHTUTEN, OCTpPOo(a30BbIX OCNIKOB, IMTUTOKHHOB, HWMMYHOTJIOOYJIHWHOB,
KPHOTTIOOYJIMHOB, KOMIIOHEHTOB CHCTEMbl KOMIUIEMEHTa, CyOmomynsuuii JUM(OLUTOB,
MoKa3aresel akTUBAI[MK COCYIUCTOT0 HI0TENus, IPOAYKTOB METa00IM3Ma KOCTHOM U XPSIIEBOM
TKaHU; TeHETUYECKUX, SITUTCHETUYECKUX,, TPAHCKPUIITOMHBIX MapKepOB) B KPOBU, CHHOBHUAILHOM
KHJIKOCTH, MO4Ye, OMoNTaTax CHHOBHAIBHOW OOOJOYKH, MOYEK, KOXKHU H APYTHX MOPaKEHHBIX
TKaHel [2, 6-7]. JlabopaTopHble TeCThl, IPUMEHSAEMbIE B PEBMATOJIOTHH, TIO3BOJISIIOT MOTYYUTh
OOBEKTHBHYI0 MH(POPMALIMIO O HAJTHMYMU M XapaKTepe WMMYHOIIATOJIOTHYECKUX H3MEHEHUH Y
oOclielyeMbIX TalMEeHTOB, YTO SIBISETCS BaKHBIM HHCTPYMEHTOM JUIS paHHEH JHarHOCTHKH,
OIICHKH aKTUBHOCTH, TSDKECTH TeueHus, mporHo3a CAP3 u s dekTuBHOCTH TPOBOINMO Tepanuu
[2-3, 6]. OnTuManbHBIA BBIOOP JAOOPATOPHBIX MAPKEPOB U METOAOB HUX ONpEACICHHS
o0ecreunBaeTcsl KIMHUYECKUMHI PEKOMEHIAUAMU M CTaHJapTaMU JIAOOPaTOPHON TUarHOCTUKU
CAP3 [8-16]. [Hoxazano, uto cpenu mabopaTtopHbix OumomapkepoB CAP3 HauOombIiiee



KIIMHUYECKOE 3HaU€HUE MMEIOT OpraHoHecnenuduyecKkue ayToaHTUTeNa U TMoKa3aTelld OCTpoil
da3zb1 Bocnianenust — COD u C-peaktusnsiii 6enok (CPB) [8-10, 12—15, 17-22].

I'TABA 1. AYTOAHTUTEJIA TTPU CUCTEMHBIX AYTOUMMYHHbIX
PEBMATHYECKHUX 3ABOJIEBAHUSAX

Haubonee xapakrepubimu mnpuszHakamu CAP3  sBISIIOTCS mMaronoruyeckas aKTUBALIMS
B-kieTok u runepnpoayKius opranoHecnenuGuyeckux ayroanTuTel. AyToaHTUTeNla — aHTUTEla
(umMmmyHOTOOYIMHBI — [g), crmocoOHbIE B3aWMOJICHCTBOBAaTH C AHTUTCHAMH COOCTBEHHOTO
opranu3ma. OCHOBHBIMH HMMYHOJOTHYeckuMu Mapkepamu CAP3 ciykar aHTHHYKIJI€apHbIE
antutena (AHA), pesmatounusiii ¢dakrop (P®), anTuTeNna K NUTPYUIMHUPOBAHHBIM OeJIKaM
(ALlb), antudochomunuanapie antutTena (adJI) m AHIIA. IlonoxuTenbHbIE pPE3yIbTATHI
OTIpeIeJIeHNs JAHHBIX ayTOAHTUTEI B CHIBOPOTKE KPOBH PUMEHSIOTCS B KAUECTBE J1a00PaTOPHBIX
kputepueB auarHoctukun CAP3, ucnonb3yloTcsi i OIEHKM aKTUBHOCTH U mporHoza CAP3;
MO3BOJISIOT MACHTU(UIIMPOBATH OTIENbHBIE KIMHUKO-TabopaTopHble cyotunsl CAP3; ciyxar
npenukropamu pa3Butusi CAP3 y OGeccuMnTOMHBIX ManueHTOB 3a 5—10 jeT 10 KIMHUYeCKOn
MaHudectanuu 6onesnn [2-3, 9-15, 17-19].

Knunuueckass HMHPOPMATHUBHOCTh UCCIEJOBAHHUSI AYTOAHTUTEN B CHIBOPOTKE KPOBU
onpeensercss IyTeM pacuyeTa OIEpallMOHHBIX XapaKTEPUCTUK TecTa (IMarHOCTHYECKON
yyBcTBUTEIbHOCTH U crienuduyHocty — /I u JIC, npeackazaTrenbHON LIEGHHOCTH MOJI0KUTEIbHBIX
u otpunarenabHbix pe3ynbratoB — [ILIIP u IIIIOP, orHOmIEHNs TpaBaomo100ust MOI0KUTEIbHBIX
u orpunarensueix pesynsratoB — OIIIIP u OIIOP) [9-11]. [Ipu Ha3zHaueHuu 1a0OpPaTOPHBIX
TECTOB CJIEAYET YUUTHIBaThb, YTO MEPBUYHBIE (CKPUHUHIOBBIE) J1aOOPATOPHBIE TECThI TOJIAKHBI
00Ja1aTh BBICOKON NMAarHOCTUYECKOW UYBCTBUTEIBHOCTBIO, @ BTOpUYHBIC (TIOATBEPKAAIOIINE)
nabopaTopHbIE TECThl — BBICOKOH JuarHocTudeckod crenuduunocteo [12]. CornacHo
peKoMeHIanusIM AMepHKaHCKON Kosuteruu peBmaronioroB (ACR), Hanbonee mone3HBIMHU AJis
nuarHoctuku CAP3 sBisitoTcst maboparopusie Tectsl ¢ OIITIP >5 u OIIOP <0,2; none3npiMu —
¢ OIIIIP >2 u <5, OIIOP >0,2 u <0,5; He uMmeromumu moas3el — ¢ OIIIP <2 u OITIOP >0,5 [11].
Knunnueckass MHQOPMATUBHOCTh OIpPEAETICHUS AYTOAHTUTET MOXKET TaK)Ke OLIEHHWBATHCA C
nomompio ROC-ananu3a 1o BenMYMHE IUIOMIATU MOA XapakTtepuctudeckoi kpusoil (ITTIK),
u3MeHnsmoerncs ot 0,5 (OTCyTCTBUE AMAarHOCTUYECKOW LieHHOCTH TecTa) A0 1,0 (MakcumanpHas
s dexkTuBHOCTH HccneaoBanus) [9—-10].

Pexomenayercs BhIieJIEHWE HETATUBHBIX, HU3KO IMO3UTHBHBIX, YMEPEHHO MO3UTHUBHBIX U
BBICOKO MO3UTHUBHBIX YPOBHEH ayTOAHTUTEN B CHIBOPOTKE KPOBH, MPUUYEM CHIBOPOTKH C HHM3KO
MO3UTUBHBIMU pPE3YyJbTaTaMU JOJDKHBI OBITH TOBTOPHO INPOAHATU3UPOBAHBI C IOMOIIbIO
MOATBEPKIAIOIINX TECTOB [12].

[Ipu ompeneneHny KpaTHOCTU HCCIEAOBAHUM ayTOaHTUTEN M Jpyrux MmapkepoB CAP3
HE00X0/IMMO YYUTHIBATh cienayromye pakrops [10]:

e craauro 3a00JIEBAHNS;

*  CBsI3b AyTOAHTHUTEN C aKTUBHOCTHIO 3a00JIEBaHUS;

* MPOTHO3UPOBAHKE O0OCTPEHUS, TSXKECTH TEUEHUS, IPOTPECCUPOBAHUS 3a00JI€BAHNUS;

* nmabopaTopHBIA MOHUTOPUHT MPOBOIUMON TEPAITHH;

* MporHo3upoBaHue Y3PPEKTUBHOCTH TEPAINH;

*  BEpOSITHOCTh CEPOKOHBEPCHH ayTOAHTUTEN Ha (JOHE MPOBOIUMON Teparnuu;

*  YpOBHHU NO3UTHUBHOCTH ayTOAHTUTEN.

OO0mue pekoMeHIalny, Kacaronuecs uccienoanus ayroanturen npu CAP3 [9-10]

* OOnHapyxeHHE ayTOAHTUTEN TMPH OTCYTCTBHUU KIMHUYECKUX TPU3HAKOB HE SBISICTCS
JIOCTaTOYHBIM ISl TOCTaHOBKHU uarHo3a CAP3, Tak kak 0OTMEUYEHO HapacTaHUE YACTOThI
BBISIBJICHUSI ayTOAHTHTEN y JIMIl TTOKHJIOTO W CTAap4YecKoro Bo3pacTa, Ha (oHe mpuema
JICKapCTBEHHBIX MpEmapaToB, MPH BHPYCHBIX U  OaKTepUANbHBIX  HHOEKIHIX,



37I0KQYECTBEHHBIX HOBOOOPA30BaHMSX, Y 3J0POBbIX POACTBEHHHUKOB  OOJBHBIX
AyTOMMMYHHBIMHU 3200JI€BaHUSAMHU.

* Heo6xoauMo y4uTHIBaTh CTOMKOCTh M BBIPAXKEHHOCTb THIEPHPOAYKIIMH ayTOAHTHUTEI
(mpu uH(peKuuAX HAOIIOAACTCS YMEPEHHOE TPAaH3UTOPHOE 00pa3oBaHHE ayTOAHTHUTEI, a
npu CAP3 — cTolikast BEIpa)KEHHAsI TUTIEPITPOTYKIINS ).

* AyroanrtuTtena, cneuupuuHbie TonbKo 11t ogqaoro CAP3, BcTpedatorcst oueHb peako. Jis
CAP3 xapakTepHO OJHOMOMEHTHOE IIPUCYTCTBHE HECKOJbKUX Pa3HOBUIAHOCTEH
(mpodwiist) ayTOAHTUTEN B OJHOM OOpas3lle CHIBOPOTKH, MPHYEM OIEHKA MPOPUIIS
ayTOAHTUTEN CYLIECTBEHHO YBEIMYMBAET JUATHOCTHYECKYIO LIEHHOCTb OIpeIeICHHUs
JAHHBIX MapKepoB (Tad. 1)

* Hecnenuduueckue HapyLICHUS UMMYHHTETA (runeprammariaoOyauHeMus,
THIIEPUMMYHOTTIOOYJIMHEMUS,  TMIIOKOMIUIEMEHTeMHsI), a  TaKkKe  JICHKONeHus,
numdornenus, anemusi, TpomoouTonenus, yckopeaue COD, yBenrueHue KOHIEHTPAUU
CPb B CcBIBOPOTKE KPOBH MOTYT KOCBEHHO yKa3biBaTh Ha pa3zButue CAP3 u sBisoTCs
MOKAa3aHUSMU JJIs UCCIIEIOBAHMS ayTOAHTUTEIL.

Ta6auna 1
Crangapraselie npoduian ayroanturen s nuarnocruku CAP3
3abos1ieBaHue Ilpodunu ayroanTures
CKB AH®, ancIHK, aSm, aUIPHII, aRo/SS-A, ala/SS-B,

adJI (IgG/1gM/IgA aKJl, 1gG/IgM/IgA a,-I'TIl, BA),
aRibP, aClq, npsimas mpoba Kym6ca

CCH, AH®, AIIA, aScl-70, aHTuUHYKJICOJNApHBIE aHTHUTENA
(aTh/To, aPHK-nonumepaze III, aPM-Scl, aU3 PHII),
aU1PHII, aKu

BIII/CII AH®, aRo/SS-A, alLa/SS-B, IgM P®

NBM AH®, antutena x amunoarmicuatetazam TPHK (Jo-1,

PL-7, PL-12, EJ, OJ, KS, Ha, Zo); aSRP, aMi-2, aMDAS5,
aTIFly, aSAE, aNXP2, aHMGCR, aPM-Scl, aKu,
aUIPHII, aRo/SS-A, aLa/SS-B, acN-1A

C3CT AH®, aU1PHII

PA IgM/IgA P®, ALIB (ALLII, AMIIB)
ADC BA, IgG/IgM aKJI, IgG/IgM af,-T'TII
AHIIA-CB HAHLIA/alIP-3, nAHITA/aMIIO

Mpumeyanne. AH® — anTHHYyKIeapHblii hakTop; a — anturena, aac/IHK — anrurena k neycnupansroit (nc) JHK;
aSm — anrurena k antureny Smith; aU1PHII — antutena x Ul pubonykieonporenny; aRo/SS-A — aHtutena
anTureny SS-A/Ro (Robert); alLa/SS-B — antutena k antureny SS-B/La (Lane); BA — BoTuaHOYHBIN aHTHKOATYJISHT;
aRibP — antutena k pubocomansHoMy Oenky P; aKJI — anturena k xapauonununy; ap2-I'TIl — antutena x f2-
rikonporenny I; aClq — anturtena k Clq-komroneHTy komiieMenTta; ALIA — aHTuIIeHTpOMepHBIe aHTUTeNa; aScl-
70 — anTuTena k antureny Scl-70 (tormonzomepase 1); aTh/To — anTurena k antureny Th/To; aPM-Scl — anTuTena x
antureny PM-Scl; aKu — anturena k antureny Ku; TPHK — tpancnoprnas PHK; Jo-1, PL-7, PL-12, OJ, EJ, KS, Ha,
Zo — amuHoamwicuHreTassl TPHK; aSRP — anrtmrena k signal recognition particle (yacTMmam CHrHaIBHOTO
pacniozHaBaHus); aMi-2 — anrturena k nucleosome remodeling deacetylase (neanermiase, pemMomyIHpyIOIIEi
HykieocoMbl); aMDAS — antutena k melanoma differentiation-associated protein 5 (Oenky, acCOUMMPOBaHHOMY C
muddepennupoBkoit meranomsl); alTlF1y — arTutena k transcription intermediary factor-1y (TpaHCKpHIIIHOHHOMY
npomexxyrouHoMy ¢aktopy 1); aSAE — anturena x small ubiquitin-like modifier activating enzyme (dpepmenrty,
aktuBupyronieMmy SUMO — Manslii yOUKBUTHH-TIOJIOOHBIH Moandukarop); aNXP2 — anturena k nuclear matrix
protein-2 (snepHomy MartpukcHoMy Oenky 2); aHMGCR — antntena x 3-hydroxy-3-methylglutaryl-coenzyme A
reductase (3-runpokcu-3-meTmiraytapui kodepmenT A peaykrase); acN-1A - anrurena k cytosolic 5'-nucleotidase
1 (uuro3ombHOK-5’- Hykieorupasze 1); ALII — anTHTeNna K HMKIMYECKOMY LUTPYJUIMHHPOBAHHOMY IETITHIY;
AMIIB - aHTHTeNna K MOAMMUIIMPOBAHHOMY LHTPYJUIMHHpOBaHHOMY BuMeHTHHY; TAHIIA/allP-3 -
murornazmatayeckue (1) AHI[A/anturenra x mnporemHasze-3; nAHIIA/aMIIO — mnepuHykneapHsie (II)
AHIIA/anTHTEIa K MHEITIOTIEPOKCHIA3E.

JInst  BBIABICHUS AayTOAQHTUTE]I B CBIBOPOTKE KpPOBU IPUMEHSIOTCS Kak peaKo
UCTIONB3YIOUIMECS B HACTOsIIEE BpeMs KIacCHYeCKHMe MMMYHOXHMHYECKHE METOAbI (peakuuu
ummyHornpeuunutauun — WII w  arrmotuHanuu, aoiHas ummyHomuddysus — AU,
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KOHTpUMMYHO3JeKTpodopes — KUDD, pagmonmmynoanaimm3 — PUA), Tak U cCOBpeMEHHBIC
BBICOKOTEXHOJIOTUYHBIC aHATMTUYECKHUE CUCTEMBI HA OCHOBE YHHUIIEKCHBIX METO/1I0B UMMYHHOTO
aHanm3a (HempsiMas peakius uMMmyHodurroopectieHin — HPU®, umMmyHOGEepMEHTHBIN aHATN3 —
NDA, wummynodnor — Wb, Qmoopecuentnslidi uMMyHHbIH  aHamuz —  OUA,
XEMUJIIOMUHECIICHTHBIM ~ UMMYHHBIM  aHanu3 —  XJIMA,  uMMmyHOTYpOMAMMETpHSI,
UMMYyHOHE(DEIOMETPHs) W MYJIbTHIUIEKCHBIX MHKPOYHIIOBBIX JUArHOCTUYECKHUX IIaTPOopM
(MyNbTUILIEKCHBIN UMMYHHBIN aHanu3 — MUA) [6-7, 9-10, 23-24].
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I''TIABA 2. MAPKEPBI BOCITAJIEHUA ITPU CUCTEMHBIX AYTOUMMYHHbIX
PEBMATUYECKUX 3ABOJIEBAHUAX

Hapsiny ¢ ayroanturtenamu, HanboJiee mojie3HbIMH JJabopaTopHbIMU Onomapkepamu CAP3
SBJISIFOTCS TIOKazaTesu ocTpoi ¢aspl Bocnaenus (COD, CPb, ChIBOPOTOUYHBIM aMHUIIOWIHBIN
0enok A, ¢eppUTHH, KaJbIPOTEKTHH, MPOKAIBIUTOHHH, (UOPHHOTEH, TanTOTrJIO0MH U Ap.),
MO3BOJIAIOIIME OICHUTh AKTUBHOCTH 3a00JIEBaHUS, XapaKTep IPOrPECCHpPOBAHUS U HCXOJOB
XPOHMYECKOT'O BOCTIAJIUTEIBHOTO Tpoiecca, 3PHEeKTUBHOCTh TPOTUBOBOCHAIUTEILHON TEPATTUH.
Cpenu 1a00paTOpHBIX MapKepoB BOCIAJICHHUsS] OCHOBHOE KJIMHHUYECKOe 3HaueHue umeror COD u
CP5 [2, 6, 8-10].

COD — BBICOKOYYBCTBUTEIBHBIM, HO HECHCIU(PUYHBIA M HECTAOWIBHBIA MapKep
cucteMHoro Bocnanenus. Ha pesynbrarsl onpenenenus COD BIUSAIOT HA BO3PACT, M0J, YPOBEHb
¢ubpunorena, P®, runeprammarnoOyivHeMut0, aHEMHIO U Apyrue Qgaktopsl. Pekomenayercs
MeXyHapoaAHbIN MeTo1 onpenenenus COD no Becreprpeny kak Hanbosiee YyBCTBUTEIbHBIN pU
noBbiieHnn COD. Bepxuss rpanuna COD B HopMe 110 Becteprpeny 3aBUCUT OT BO3pacTa U 1oJia,
paccunthiBaercs 1o popmyie: st xennH COD (MM/4) = (Bo3pact B rogax+10)/2; ais My>XxuuH
COD (mm/9) = (Bo3pact B rogax)/2. Yeenuuenue COD — nabopatopHblil KpuTepuit nuarnosa PA,
HCIIOJIB3YETCs MpH NojJcueTe uHaekca aktusHoctu DAS [9-10, 20].

CPb — knaccuueckuii octpoa3oBblii OeJ0K Mi1a3Mbl KPOBH, KOTOPBII paccMaTpuBaeTCs
Kak HamOoJiee YyBCTBUTENBHBIA J1a00OpaTOpHBIA Mapkep MH(EKIHH, BOCHAICHHUS U TKAaHEBOTO
NOBpeXAeHUs. B 3aBUcMMOCTH OT Ienu wuccieloBaHUs ompezaeneHue koHieHtpauuun CPb
IIPOBOAMTCS KJIACCUUECKMMU U BBICOKOUYBCTBUTENIBbHBIMM MeTojnamu. Kitaccmueckue metombl
KonuuecTBeHHoro aHanu3a CPB B CBIBOpOTKE KpOBH, BKIIIOUas HUMMYHOTYPOUIUMETPUIO U
UMMYHOHE(EIOMETPHIO, TMpeIHa3HAuYCHBl /ISl BBIBICHUS TOBbIEHHOTO ypoBHS CPb mpm
OCTPOM BOCHAJEHUM M TKAHEBOM IMOBPEKICHUM B INpEJeNax [Iuana3oHa KOHLEHTPALUN
5-500 wmr/n. BseicokouyBcTBUTenbHBIN aHain3 CPBb (B4CPB), ocHOBaHHBIM Ha ycuieHUU
AQHAJTUTMYECKOW UYYBCTBUTEIBHOCTH HMMYHOXMMHUYECKMX METOJI0OB (MMMYHO(EPMEHTHOTrO,
UMMYHOTYpPOUIUMETPUUECKOTO U UMMYHOHEeenoMeTpuyeckoro) B 10 u 6oiee pa3 ¢ HOMOIIbIO
CHelHalIbHbIX peareHTOB, M03BOJIAET U3MEPATh KoHIeHTpauun CPb Huke 5 Mr/n u ucnonb3yercst
TSl OLleHKH OazasibHOTO ypoBHs BUCPB U CBSi3aHHOTO ¢ HUM KapAMOBACKYJISIPHOTO pucka [8-9,
21-22]. B Hopme y 50 % 310poBBIX 10HOPOB KOHIEHTpaus CPb B CBIBOPOTKE KPOBH COCTABIISET
0,8 mr/m, y 90 % — 3,0 mr/n, y 99 % — 10 mr/n. [lpu >TOM WMHOMBHIyasbHas Oa3anbHas
koHueHTpauuss CPb pocrarouHo crabuibHa M HE MOABEpP)KEHA IUPKATHBIM H3MEHEHMSM.
Hopwmanshsiii ypoens CPB y B3pocibix cocraBisier <5 mr/i (ogHaKo 3Ha4€HUs, IPEBbIIIAIOIINE
3 MI/n, MOTYT yKa3bIBaTh Ha BBICOKMH PUCK Pa3BUTHS KapAWOBAcKyJsipHOW matoioruu) [9-10,
21-22]. Omnpenenennie CPb kiaccuueckMMHM U BBICOKOUYBCTBUTEIBHBIMU METOJIaMU SIBIISIETCS
MOJIE3HBIM TECTOM JJISi OLEHKH aKTUBHOCTHU MATOJIOTHYECKOTro Ipouecca y 60iabHbIX PA (B ToM
ymclie npu nojcuere uHjaekcoB akTuBHOCTU DAS 28-CPb, SDAI); MmoHuTOpHHra U KOHTPOJIS
3QPEKTUBHOCTH TEpaluu HMHTEpKyppeHTHbIX uHpekunid npu CAP3, ornuyaronmxcs
HOpPMaJIbHBIM WJIM HE3HAYUTENbHO MOBbIIIeHHBIM 6a3anbHbiM ypoBHeM CPb (CKB, CCJl, UBM);
muddepennmansroit auarHoctuku CKB u PA. YBenuuenue konuentpauuu CPB cmyxur
71a00paTOPHBIM KpUTEPUEM JMarHo3a U MPEeIUKTOPOM pa3BUTUS TSHKEJIOro JAECTPYKTHBHOIO
nopakeHust cyctaBoB y OosibHbBIX PA [9—-10].

CPb, cuHTE3 KOTOPOTO MPOUCXOAUT B TeNaTOIUTAX MO AEHCTBUEM MPOBOCTAIUTEIBHBIX
IUTOKWHOB, TJaBHbIM oOpazom IL-6, sBugercs Oojiee CTaOMIBHBIM, BaJIUIUPOBAHHBIM,
BOCITPOM3BOJUMBIM M creluUYHBIM MapkepoM BocnaneHus, dem COD. H3menenus
ceiBopoTouHOTO YpoBHsI CPB pasBuBatorcs OpicTpee (uepe3 1-2 aus), uem COD (uepes 10 gueir),
W UX JWana3oH 3HAYMTENIbHO mpeBbimaeT TakoBor y COD. Hambonee yacThIMH NMpUYMHAMU
HecoBmasieHus: pe3ynbratoB omnpeaeneHus COD u CPb y GombHbix CAP3 MOryT sBISITHCS
WH(]EKIMY, ToYeyHasi HeJJOCTaTOYHOCTh M HU3KHUI YpOBEHB anbOyMuHa B kpoBu [9—10, 20].
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I'JTABA 3. JABOPATOPHASA TUAT'HOCTUKA CUCTEMHbBIX AYTOUMMYHHbIX
PEBMATHUYECKHNX 3ABOJIEBAHUM, ACCOIITUPOBAHHBIX
C AHTUHYKJVIEAPHBIMU AHTUTEJIAMMA

3.1. O0mas xapakKTepUCTHKA AHTUHYKJI€APHbIX AaHTUTEJ

AHA — rereporeHnas rpymma opraHoHecTIeHU(HUECKUX ayTOAHTUTEIN, PEarupyronmx ¢
pa3IMYHBIMM aHTUT€HAMHU KJIETOYHOIO sfapa U nuromiasmel. CemerictBo AHA BkiroyaeT 0komio
100-150 pasnoBugHOCTEM ayroantuten, B ToM uucie aiac/iHK, antutena x rucronawm,
HYKJICOCOMaM, dKCTparupyembiM siepHbIM antureHam (D5A) (Sm, U1PHII, Ro/SSA, La/SSB,
Scl-70, Jo-1, RibP), sapbIIKOBEIM aHTHTE€HAM, KOMIIOHEHTaM ITUTOIIa3Mbl, MEMOpaH H
MHUTOTHYECKOTO arlmapata COOCTBEHHBIX KJIETOK opranm3Mma [14, 23]. B cBs3u ¢ 3TuM Oosee
[IPaBWJIBHBIM Ha3BaHUEM JaHHOW TPYIIIbl ayTOAHTUTEN CUMTAETCSI HE «AaHTUHYKJIEApHBIE», a
«AHTHUKJICTOYHBIE»  AHTUTENA, OHO HCIOJB3YeTCS B HOBOM HOMEHKJIATYpPE  THUIIOB
UMMYHO(DITIOOpECIIEHITNH, PEKOMEHTyeMoi MeXIyHapoIHBIM KOHCEHCYCOM o narrepaam AHA
(International consensus on ANA patterns — [CAP) [14]. Pexomenyercsa AByXdTamHas CTPAaTerus
onpezaenenuss AHA B ceiBopoTke kpoBH [14, 23-27].

* Ha nepBoM 3Tane OCylIeCTBIIAECTCS CKPUHUHIOBOE HUccleqoBaHue coBoKynHoctu AHA B
HPU® meronoM pydHOHM MHKPOCKONHMM WJIA AaBTOMATH3UPOBAHHOIO PACIIO3HABAHUS
TUTIOB  SIIGPHOTO/IIUTOIUIA3MATHUECKOTO CBEYEHHSI C HCIIOJIIb30BAHHEM B KauecTBE
cyoctpara HEp-2 kireToxk.

* Ha BTOpOM »3Tame mnauMeHTaM C MOJOXKUTEIbHbIMU pe3yiapraramu HPU®D-HEp-2
IPOBOJATCS TOATBEPIKIAIONINE TECTHl JUISI BBISIBICHHUS CHENM(PUISCKUX aHTHTENT K
OTIICIbHBIM SIGPHBIM W HHTOIUIa3MaThueckuM aHTtureHam (acIHK, D5A u np.) c
MOMOIIBI0 TBEPIOa3HBIX METONOB MMMYyHHOTo aHanmu3a (MDA, Wb, ®UA, XJIUA,
MUA).

Aumunykneapmuuiii haxmop

«30JI0TBIM CTAaHAAPTOM» M TEPBUYHBIM CKPHUHMHIOBBIM MeTOAOM omnpenencHuss AHA B

CBIBOPOTKE KpoBU Ciry’kuT HPV® Ha KpHOCTaTHBIX Cpe3ax MBIIIMHONW WIM KPBICHHOM IEYEHH
(mouek) 6o kinerkax muHuU HEp-2 (snuTenuanpHBIX KIETKAaX paka ropTaHu uenoBeka) [28—30].
B oreuectBennoit nmureparype AHA, tectupyemsie Mmetoiom HPU®, TpaaunnonHo 0003HavaoT
Kak aHTuHykjaeapHbelii Qaxtop (AH®) [9-10]. Ouenka pesynsratoB HPU® mnposoautcs c
00s3aTeNbHBIM YKa3aHUEM KOHEYHOTro TUTpa ooHapyxeHuss AH® B nccneayeMbIX CBIBOPOTKAX U
tuna ceeueHus. [Ipumenenne HEp-2-kietok B kauecTBe cyOcTpara MpeanodYTUTENIbHEe, TaK KakK
MO3BOJISIET TIOBBICUTh YyBCTBUTEJIBHOCTh METO/Ia M ONMCATh Pa3jIMYHbIE TUIIBI CBEUECHHUS A1pa U
rutorna3Mel [9-10, 14]. UccnenoBanne AH® ¢ momomrsto HPU® na HEp-2 knerkax (HPUD-
HEp-2) cinyXuT 3TanoHHBIM CKpUHUHIOBBIM TecToMm it nuarHoctuku CKB, CCJ, BII/CI,
NBM, C3CT u nepekpectHbix cunapoMoB [9—-10, 14, 23, 28-30]. B nocnennue roasl ocodoe
BHMMAaHHE yAelsgeTcsl Bonpocam cranpaptuzanuu onpenenenuss AH® meronom HPU®-HEp-2
[24-27]. IlepcEKTUBHBIM HANpPaBICHUEM CTaHAAPTHU3ALMM U YIYYIIEHUS BOCIHPOU3BOIUMOCTU
uccinenopanust AH® sBisiercs npuMeHeHUE aBTOMATHU3HPOBAaHHBIX CHCTEM BH3yalU3allld U
UHTEpHpeTallid KJIETOYHbIX HMMYHO(]IIOOpeceHTHhIX TecToB [31]. Baxknyro ponbs B
ctanaaptuzanuu tectupoBanuss AH® na HEp-2 knerkax npu CAP3 urpaet paspadorannas ICAP
HOBasi HOMEHKJIaTypa THUIIOB SAEPHOr0, LIUTOIUIA3MATUYECKOTO M MUTOTHYECKOTO CBEYEHHS,
BKuTrovaromas 30 BapuaHTOB «aHTUKIETOYHBIX» (anti-cell, AC) marreproB (¢ AC-0 mo AC-29)
[14, 30, 32]. AxTyanbpHas HOMEHKIATypa, KIMHUYECKOE 3HAYEeHHEe, MOJAPOOHOE OMHCAaHHWE U
wuntoctpanuu  TunoB cBedeHuss AH® pasmemienst Ha BeO-caiite ICAP B HuTepHere:
https://www.anapatterns.org. Hopmanenbie TuTpsl AH® B CBIBOPOTKE KpOBU IIPH UCIIOJIB30BAHUN
HPU®-HEp-2 cocrasmstor <1:160 [9-10, 25-28, 30, 33-35]. AH® B tutpe 1:40 BBISBISETCS Y
25-30 %, 1:80 y 10-15 %, 1:160 u Bbiie y 5 % 310poBbIX Jtoel. CKpUHMHIOBOE pa3BEICHUE
cbiBOpoTKH 1:160 otpaxkaet ontumanbHoe cootHommenue 4 u JIC metona onpenenenust AH® ¢
nomotisio HPU®-HEp-2 u mo3somnster uaentuduuupoBats 95 % OomsHBIX CAP3 u 95 %
3nopoBbix jwi [34]. Paznuyaror Hu3Kk0 mo3uTuBHBIE (1:160—1:320), yMEpeHHO TMO3UTHUBHBIC
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(1:640) u Beicoko mo3utuBHBIC (1:1280 u Gonee) Tutpet AH®. YcraHoBieHo, 4To HaMOOBITIAS
BeposATHOCTh Hanuuusg CAP3 cymectByeT y mauueHToB ¢ BbIcOKMMU TUTpamu AH®D [26-27].
B kiumHMuYeCKHMX pEKOMEHJAalMAX INpeACTaBlIeHa HaydyHO OOOCHOBaHHAs TOYKA 3pEHHUs O
HEOOXOIMMOCTH yKa3aHMs B OyaHke Bbyiaun pesynstatoB HPU®-HEp-2 makcumanbHOTO
KoHeyHoro tutpa AH®, nomyd4eHHOro Ipu pasBEeNCHUM CBIBOPOTKH N0 IIPEKPAILECHUS
dmroopecuenmuu [7, 9—10, 28, 34]. OnqHako B MOBCEIHEBHON KIIMHUYECKOW MPAKTHKE B CBS3H C
OTCYTCTBUEM Koppensuuu 6onbmnHcTBa narrepHoB AH®, kpoMe roMOreHHOro, ¢ aKTHUBHOCTBIO
CAP3, cunraercss HONYCTHMBIM MCIIOJIb30BaTh KOHEUHBIE TUTPbI, HE INpeBblmatomue 1:1280—
1:2560 [25-27, 33, 35]. B Gmnanke otdera o pesynbrarax onpeaencaus AHA meronom HPUD-
HEp-2 cnenyer yka3plBaTb KOHEUHBIE TUTPHI JJIsl KQXKI0T0 U3 BBIABICHHBIX narTepHoB AH® B
OTACJIBHOCTH B CJIy4ae UX Pa3IM4HOM MHTEHCUBHOCTH [2—27, 33, 35]. Tunel cBeuenus AHD
OTpaXalOT HAJMYME€ B CBHIBOPOTKAX IIAlIUEHTOB OIPEIECICHHBIX PAa3HOBUIHOCTEM aHTUIEH-
cneunpuyeckux AHA, koTopble acCOLMHPYIOTCS C COOTBETCTBYIOIIMMHU HO30JI0IMYECKHMU
dopmamu CAP3. Beibop criekTpa MOATBEPKIAONIMX HCCISAOBAHUN aHTHICH-CICIH(PHUISCKIX
AHA 3aBucut ot tuna ceeuenuss AH® 8 HPU®-HEp-2 u coBokynHocTH KITMHUYECKUX (DAaKTOPOB
(tabn. 2) [14, 24, 30, 35]. Hexoropsie Tunet AHA npu CAP3 (ALLA, anTuTeNna K siIepHOMY
anTureny nponudepupyromux kietok — PCNA (proliferating cell nuclear antigen), komruiekcy
['onbaku, MUTOTHYECKOMY ammapaTy KJIETKH) OOHapyXUBAIOTCSA MPEUMYIIECTBEHHO METOJ0M
HPU®-HEp-2, yto 1mo3BOJsSET HE MPOBOAUTH HMX JalbHEHIIEe HCCIECJOBAaHUE C ITOMOIIbIO
noaTBepkaaroux TectoB. C Apyroil ctopoHsl, psaa anturen k DA, B yactHoctu aSS-A/Ro,
aRibP u aJo-1, moxer He BoisiBIsITHCS MeTOgOM HPUD-HEp-2. [Tpu oTpuniatenbHbIX pe3ysbTaTax
onpenenenusi aSS-A/Ro, aRibP u aJo-1 8 HPUD-HEp-2, HO BBICOKOW BEPOSTHOCTH HAINYHS Y
6onbHoro CAP3 crnemyer MCHoib30BaTh albTEPHATUBHBIE METOJbl HIACHTU(UKALMHM JaHHBIX
ayroanturen (MDA, Ub, XJIMA u ap.). B npakTiuke KIMHUKO-IHATHOCTUYECKUX JTAOOpaTOpHid
LIMPOKOE PACIIPOCTPAHEHHUE TOJYYWIM CKPUHHMHIOBBIE MeToAbl onpenencHus AHA Ha ocHoBe
NDA, Ub, XJTIUA, ®DUA u MUA [7, 13—-14]. Ot Metoas! TBepa0a3HOTO aHAIU3a HE MOTYT
MOJHOCTBIO 3aMeHUTh NepBUYHbIN ckpuHUHT AHA (AH®) ¢ nomomisto HPY®-HEp-2, Tak kak
UACHTU(PUIUPYIOT aHTUTENA K OTPAaHMUYEHHOMY KOJIMYECTBY aHTUI€HOB C MU3MEHEHHBIMHU JIMOO
YTPA4eHHBIMU DJMHUTONAMM, YTO IPUBOAUT K YBEJIWUYEHUIO YHCIA JIO)KHOOTPULATEIBHBIX
pe3ynbTaToB A0 35 % [23-24]. MexayHapoAHBIMH PEKOMEHIAIMSAMU JOMYCKAETCsl TPUMEHEHNE
TBepao(]a3HbIX MeTO10B UMMYHHOTO aHanu3a (MDA, XJIUA, ®UA, b, MUA) nnst ckpuHUHTa
AHA npu ycnoBun 0053aTe€IbHOTO MPOBEACHHUSI UX MOBTOPHOI'O HCCIEAOBAHUS C IMOMOIIBIO
HPU®-HEp-2 B citydae pacxoxkaeHus pe3yapTaToB udmepenus AHA ¢ KTMHUYeCKMMY JaHHBIMU
[14]. HoBoii 3¢ pexTuBHOI quarHocTuyeckoil ctpareruei sipisercst komounauus HPU®-HEp-2
C OJTHMM M3 JIBYX BBICOKOUYBCTBHUTEIbHBIX CKPUHUHIOBBIX METOA0B TBEPI0(Pa3HOIO HMMYHHOIO
ananmmza AHA — ®UA (EIIA CTD Screen, Thermo Fisher, ®PT") unu XJIMA (QUANTA Flash
CTD Screen Plus, Inova Diagnostics, Ucnianust) [24, 26-27].

TectupoBanne AH® merongom HPU®D-HEp-2 ouens monesno mns quarHoctuku CKB (JI4:93 %,
JAC:57 %, OIIIP:2,2, OIIOP:0,11) (nonoxurenbHble pe3yabTaTbl oOHapyxeHuss AH®D cioyxar
nuarHoctuueckum kputepuem CKB) u CCH (A4:85 %, JAC:54 %, OIIIIP:1,86, OITOP:0,27),
none3no s quarnoctuku CII, acconuupyromerocs ¢ CKB ([4:48 %, J1C:52 %, OIIIIP:0,99,
OIIOP:1,01), u menee mone3no misi auarHoctuku UBM (A4:61 %, JIC:63 %, OIIIIP:1,67,
OIIOP:0,61). ITozutuBHOCT, 0O AH® paccmarpuBaeTcs B KaUeCTBE JUATHOCTHUECKOTO KPUTEPHUs
nekapctBeHHoM BomdaHku, C3CT u ayrommmynHoro renatuta (AUIlN). AHO sBnsercs oueHb
MOJIE3HBIM MapKepoM JJIs OLEHKM INIPOrHO3a M MOHUTOPUHIA TEYEHHS IOBEHUJIBHOIO
uanonatuueckoro aprpura (FOMA) B coueranuu ¢ yBeMTOM M BTOpUYHOro eHOMeHa PeiiHo,
accouunpyromerocss ¢ CAP3. IlonoxurensHble pesynpTaTsl onpeneneHus AH®D He umeror
JIOKa3aHHOT'0 TMarHOCTHYECKOI0 ¥ IMPOTHOCTUYECKOro 3HaueHus npu PA, paccessHHOM ckiepose,
3a00JIeBaHUAX IIUTOBUAHOM JKene3bl, HHPEKIHIX, UIMONAaTUYECKOH TPOMOOIUTONECHHYECKON
nypiype u pudpomuanruu [9-10, 28].
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Taoauna 2

KinHuko-uMMyHoJsI0rHYecKHe acconnanum Tunos ceedeHuss AH® npu CAP3

Tun cBeyeHust

AyTOaHTHUIeHbI

HouTBepmamu{ne
TECThbI

3a0oaeBanus

AC-0
CaeueHne
OTCYTCTBYET

OTpHLaTeNbHBIN Pe3yIbTaT

ﬂnepm,le THIBI CBCYCHUS

AC-1
T'omorenHoe

ncIHK, rucToHbl, HyKJICOCOMBI,
IpyIIa XpOMOCOMHBIX O€NKOB,
y4acTBYIOLIHMX B TpaHCKpUnuuu high
mobility group (HMG). IIpu AUT u
IOUA ayroanTHreHsl HE
HACHTUDUIIIPOBAHBI

Onpenenenne anc/JHK,
AHTHUTEI K THCTOHAM,
HYKJIEOCOMAaM C TIOMOIIBIO
DA, UBb, XJINA, MUA.
ITpu AUT" u IONA
MOATBEPIKAAIOIIIE TECTHI He
POBOJAITCS

CKB, nexapcTBeHHas
Boauanka, AT, IOUA B
COYCTaHUHU C YBEUTOM

AC-2
IInotHOC
MEJIKOKpaiaToe

Snepusiii anturer DFS70 (dense fine
speckled) ¢ MonekymsIpHOIT Maccoi
70 x/la, nAEHTHYHBINA (aKTOpy pocTa
SMUTENUS XpycTaluKa lens
epithelium-derived growth factor
(LEDGF/p75)

Omnpenenenue aDFS70 ¢
nomoinpio UDA, UB,
XJINA, HPUD ¢
CENICKTHUBHOM aicopOLuei,
MMMYHOIPEIUNUTAINN,
Bectepn-6nota. Bo3moxen
OJTHOJTAITHBIA aHAIN3
aDFS70 metonqom HPU® Ha
cMmecu crannaptHeix HEp-2
KJIETOK ¥ TeHHO-
HHXEHEPHBIX
HEp-2/DFS70-KO kierok He
SKCIIPECCUPYIOIINX
DFS70/LEDGF/p75 anturen
1 MTOJJaBJISIOIINX CBSI3bIBAaHHE
aDFS ¢ TapretasiM
AQHTUTCHOM

MoHocnenupuueckoe
cseuenne DFS70
BhIABIISICTCS Y 222 %
3IOPOBBIX JIHII (B TOM
qucne y 24-54 % AHO-
MO3UTHBHBIX JJOHOPOB) U
HETaTHBHO acCOLMUPYETCS
¢ CAP3 (0-2,5 %)

AC-3
Lentpomepnoe

L{eHTpOMEpHBIE HYKIEOMPOTEHHBI
(CENP)-A, B, C. Haubouiee gacto
eisiBisiIOTCsE aCENP-B

JoctynHo omnpenenenue
aCENP-B ¢ momomnisio UDA,
Ub, XJIUA, MUA

CCJ, CII, mepBu4HBIiA
OUIIHAPHBIN XOJTaHTHT
(ITBX), CC/] B coueranuu ¢
CKB

AC-4
Menkokpamnuaroe

SS-A/Ro 52&60, SS-B/La, Mi-2,
TIF1y, Ku

aSS-A/Ro 60, aSS-B/La,
aMi-2, aTIF1y, aKu moryrt He
BBISIBIISITBCS] METOJIOM
HPU®-HEp-2 u3-3a cnaboro
CBEUEHHS; TIPH TIOA03PEHUH
Ha Haimmane CAP3 —
HCCIIeI0BaHNE JJAaHHBIX
ayTOAHTUTEJI C IOMOUIBIO
JPYTHX METO/IOB
TBepA0(a3zHOro UMMYHHOTO
aHaJM3a.
IMoxaTBeprkaaronye TeCTH:
onpeznenenue aSS-A/Ro
52&60, aSS-B/La ¢
nomompio MDA, UB,
XJINA, MUA, aMi-2,
aTIF1ly, aKu meronom Ub B
cocTaBe NpodUIIsT MHO3UT-
CHEeIU(PUUSCKUX U MHO3HUT-
ACCOIMMPOBAHHBIX aHTUTEI
(inflammatory myopathy
profile)

BILI/CI1I, CKB, UBM,
CCJl, nepekpecTHbIe
CHHJIPOMBI

AC-5
KpymHokpandaTtoe

Sm, U1PHII, PHK-nommmepasa 111,
pesxe U2PHITL, U11/U12PHIT

Onpenenenne aSm,
aU1PHII, aPHK-nonumepase
[1I ¢ momomnisio DA, UB,
XJIUA, MUA, aU2PHII,
aU11/U12PHII metomom
MMMYHOIPCIHITUTAIIIH

CKB, C3CT, CCA,
NEPEKPECTHBIE CUHAPOMBI
(UBM/CCL)

AC-6
MHO0KEeCTBEHHBIE
TOYKH B A1pe

sp-100, Gesky IPOMHUETOIUTAPHOTO
neiiko3a promyelocytic leukemia
protein (PML), MJ/NXP-2

Omnpenenenue asp-100
(coBmectHO ¢ aPML u
AQHTUMHUTOXOH/IPUATIBHBIMH
antutrenamu — AMA)

[IbX, UBM, npyrue
ayTOMMMYHHEIC U
BOCIAJIUTENILHBIE
3a00J1CBaHUs
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meroznom UMb B cocrase
npoduIIs MeYeHOYHBIX
anturen (liver-blot),
aMJ/NXP metonom Ub B
cocrase MpoGHII MHO3HT-
crieuUYECKHX i MAO3HUT-
ACCOIIMMPOBAHHBIX aHTHTEI
(inflammatory myopathy
profile)

AC-7 P80-xounuH u 6enok BepKUBaeMocTH | OTCYTCTBYIOT H/1L
EnvHIYHBIE TOYKH B | MOTOPHBIX HEHPOHOB survival of
sape motor neuron (SMN)
AC-8 PM/Scl-75, PM/Scl-100, Th/To, Onpenenenne aTh/To, CCJ, nepexpecTHBIN
I'omorenHnoe B23/nucleophosmin, nucleolin, aPM/Scl meromom B B curnpom (MBM/CCL),
HYKJICOJIIpHOE No55/SC65. cocrase npodueit npyrue CAP3
aPM/Scl MoryT A0MOIHUTENEHO CKJIEPOACPMUYECKHUX,
JIaBaTh MEJIKOKPAN4aToe sAEPHOE MHO3UT-CHENU(PUIECKUX U
cBeueHne AC-4 MHO3UT-aCCOLIMAPOBAHHBIX
anturen, aPM/Scl ¢
nomoinbio MDA, XJINA,
MHUA
AC-9 U3 PHIT/¢pubpumnsipun HUccnenoBanne aU3 PHIT/ CCJ; game HaOmonaercs y
| SGEENE $ubpmwuipuny merogom Ub | adpo- u
HYKJICOJIIPHOE B COCTaBe MPOQUIIs JIATHHOAMEPHUKAHIIEB
CKJICPOJIEPMHUUECKUX aHTHTET
AC-10 PHK-nonumepasa I, sapeimkoBsit Omnpenenenne ahUBF/NOR- | CCJ, cunapom Petino,
Toueunoe TPAHCKPHITIIMOHHBINA (aKTop, 90 metonom Ub B cocraBe BILI/CI1I, 3mokayecTBEHHBIC
HYKJICOJISIPHOE PETYIUPYIOIMH TPAHCKPHITLIHIO npodus HOBOOOpA30BaHUs
renoB pPHK PHK-nonumepasoit CKIIEPOAEPMHUUYECKUX
human upstream binding factor anturen. OTCyTcTBUE
(hUBF)/ nucleolus organiser region KOMMEPYECKUX
(NOR-90). MOATBEPKAAIOLINX TECT-
aPHK-nonmumepase I moryt CUCTEM IS OTIpe/IeTIeHUs
coueratbes ¢ aPHK-nomumepase 111, aPHK-nonumepase I,
JAIOIIMMHU KPYIHOKpAIaToe SAEPHOE | PEKOMEHIYeTCs
cBeueHune AC-5 uccnenosanue aPHK-
nosimmepase 111 ¢ momonibio
DA, b
AC-11 Jlamununst A, B, C nnu naMuHUH- OTCYTCTBYIOT CKB, A®C u gpyrue
Sneproe ACCOIMUPOBAHHBIE OEITKU CAP3, ayTonMMyHHBIE
MeMOpaHHOE LIUTOIIEHUH,
TIIaK0e ayTONMMYHHBIE
3a00JIeBaHHUs TEUCHU
AC-12 gp210 u npyrue 6enKy KOMILIeKca Hccnenosanue agp210 [IbX u apyrue
SnepHoe SIEPHBIX TOP (HYKJICOTOPHH P62, metosiom Ub B cocrase ayTOMMMYHHBIE
MeMOpaHHOE peuenTop namuanHA B lamin B MPOQIIIS TEIEHOTHBIX 3a00J1eBaHMS NICYCHH,
TOYEHHOE receptor (LBR), TpanconmpoBannas | anturen (liver-blot); CAP3
MpoMOTOpHAas 06acTh translocated OTCYTCTBHE KOMMEPYECKUX
promoter region (Tpr) TECT-CUCTEM IS
onpenenenus ap62, aLBR u
aTpr
AC-13 PCNA (BcriomoraTenbHblii 0eok Onpenenenne aPCNA CKB
PCNA SIIEPHOTO AHTUTEHA KJIETOYHOM metonamu UDA, UB,
nposmdepanuu: GakTop SIOHTAIHN XJINA, MUA
JHK-nonuMepassl 1epTa)
AC-14 CENP-F OTCyTCTBYIOT BIII/CIII, 6one3ns Kpona,
CENP-F OTTOpP)KEHHE
TpaHCIUIAaHTaTa,
3JI0KaueCTBEHHbIC
HOBOOOpa30BaHUs
AC-29 JIHK-Tonousomepasa I OmnpeneneHne aHTUTE cca

Tonouzomepasa |

k Tommomzomepase I (aScl-70)
¢ momompio DA, UBb,
XJIMA, MUA

ulflTOHJ'IaZ%MaTI/I'-leCKI/Ie THIIbI CBCYCHUS

AC-15
OubpusipHOE
JIMHEHHOE

AKTHH, HEMBILLICYHBI MUO3UH

OnpeneneHye aHTUTEN K
TJIaIKOi MycKyiaType Anti-
Smooth Muscle Antibody
(ASMA) ¢ nomomsro HPUD

AUTI 1 Tuna, xpoHHYecKas
nadekuus HCV, nennakus,
pexe CAP3
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Ha cpe3ax
MEYCHH/TIOYEK/)KEey IKa KPbIC
(Mbleit), antuten K F-
aktuHy MetogoMm Ub

AC-16 Iuroxepatunx 8, 18 u 19, TyOynuH, OTCyICTBYIOT AWT, xpoHudeckas

OubpuiIIsipHOE BUMCHTUH o0CTpyKTHBHAS OOJIC3HD

HUTEBHIHOE JIETKUX, NIHOTIATHIECKHI
JIerouHbIi (Hudpos;
HelipodudpomaTos 1-ro
THUIa

AC-17 Anbha-akTUH, BUHEKYJIHH OTCYTCTBYIOT CKB, AUT I tuna

OubpuIIsipHOE

cerMeHTapHoe

AC-18 IIponeccunrossie antureasl GW Onpenenenue aGe-1/Hedls, BILI/CIL, CKB, PA

JIucKpeTHBIE TOUKU

(TMUIUH-TPUNTO()AHOBBIX) TElell
(Ge-1/Hedls, GW182, Su/Ago2) u
anTuredsl 3H10coM (EEA1, CLIP-
170, GRASP-1, LBPA)

aGW182 u aSu/Ago2
merogamu MUA u
HMMYHOTIPEIUITUTALN;
OTCYTCTBHE JTOCTYITHBIX
KOMMEPYECKHX TECT-CUCTEM

AC-19
IInotHOE
MEJIKOKpaiaToe

RibP, PL-7, PL-12

AHTHTENA K
aMHUHOALWJICHHTETa3aM T-
PHK (PL-7, PL-12) u aRibP
MOTYT HE BBIABIATHCS
merogom HPU®-HEp-2 us-
3a cmaboro cBeuenus. [Ipu
MOJ03PCHUH Ha HAINIHe
NBM nmu CKB —
HCCIIeI0BaHNUe TAaHHBIX
AYTOAHTHTEJ C TOMOIIBIO
JIPYTHX METOIOB
TBepA0(ha3HOTO HIMMYHHOTO
aHanm3a.
[ToaTBeprkaaromue TeCTHI:
onpezaenenue aRibP
merongamu MDA, UB,
XJIMA, MUA; aPL-7 n aPL-
12 — metonom Ub B cocrae
MPOQIIST MUO3HT-
creru(UIecKuX ¥ MAO3HT-
ACCOIMHMPOBAHHBIX AaHTUTEI
(inflammatory myopathy
profile)

CKB, UBM

AC-20
Menkokpamnuaroe

Jo-1/ructumun-cunrerasa T-PHK

aJo-1 MOTyT He BBISBISATHCSA
metosiom HPU®D-HEp-2 us-
3a c1aboro CBEUEHMs, IPU
MOJO3PCHUH Ha HAINIHE
NBM — uccnenoBanue
JTAHHBIX ayTOAHTHUTEII C
MOMOIIBIO IPYTUX METOIOB
TBepA0(a3HOro UMMYHHOTO
aHaJM3a.

[ToaTBep kaatoue TeCThl:
onpezaenenue alo-1
metomamu DA, XJIUA,
MMUA u Ub B cocrase
MPOQIIIST MUO3HT-
creru(pUIecKuX 1 MAO3HT-
ACCOLMHMPOBAHHBIX AHTUTEI
(inflammatory myopathy
profile)

NBM

AC-21
MuroxoHapuanbHOe

E2-cy0bennnuna
MHPYBATAETHIPOreHA3HOTO pyruvate
dehydrogenase (PDH) xomrurexca
(aHTHTEH BHYTpEeHHEH MeMOpaHbI
muroxouapuit M2) (PDH-E2/M2),
E2-cybbpenununa
OKCOIITyTapaTAeruiporeHa3sHOro
KoMIuIekca 2-oxoglutarate

Onpenenenne AMA x PDH-
E2 (AMA-M2) ¢ momomrsio
HPU® na cpesax
MICYCHH/TIOYEK/5KEITy TKa KPBIC
(MpImeit), a Taxoke METoJaMu
UDA, XJIMA, MUA u Ub B
cocTase npoduIs
nmeyeHouHsIX antuten (liver

[MIbX, CC/l, nepekpecTHble
cuaapomsl (IIBX/CC/,
IMBX/CIL)




dehydrogenase complex (OGDC-E2),
E2-cybpenunnna neruiporeHasHoro
KOMILIEKCA 2-OKCUKHCIIOTHI C
pa3BeTBICHHOM 11embIo branched
chain 2-oxo acid dehydrogenase
complex (BCOADC-E2), Ela- n E1B
cyobequnuiel PDH, E3 -
cBs3pIBaromuii 6enok PDH

blot). MccnenoBanue aHTUTEN
K Ela- u E1B-cyobpeannnnam
PDH, E3-cBs3biBaroniemy
6enxy PDH, OGDC-E2,
BCOADC-E2 ¢ nomosto
Wb B paMKax pacHIMPEHHOIO
poduIIs MeYeHOYHBIX
AHTHUTEI

[Tanouku u KoIbIA

dehydrogenase (2IMPDH?2)

AC-22 I'maHTHH/MaKpOTOJIbKHH, OTCyTCTBYIOT CKB u gpyrue CAP3
Tonpmxu roJibKUH-95/GM 130, rojsIKuH-

160, roabmKuH-97, TOIBIHKUH-245
AC-23 inosine-5'-monophosphate OTCyICTBYIOT I'enatut C npu

KOMOHHHPOBaHHOIT
Tepanyy NernIMpOBaHHBIM
HHTEpHEPOHOM-0/
pubaBHpHHOM

MuTtoTH4YeCcKHe TUNBI CBeYeHHUs

(MCA-1)

AC-24 [lepuneHTpyH, HUHEUH, OTCYTCTBYIOT CC/l, CKB, PA, cuagpom
LenTpocombl neHTpocoManbHbie 6enku (Cep250, Peiino
Cepl10)
AC-25 BepeteHooOpa3HEIit OTCYTCTBYIOT BII/CII, CKB
Bepereno nenenus KuHE3UHIO100HbIH Oenok HsEgS
AC-26 SInepHBIif MUTOTHYECKHH anmapaT OTCYTCTBYIOT CCJ, CKB, PA, BILI/CILI,
NuMA nuclear mitotic apparatus (NuMA), opranocnenupuIecKie
LeHTPOUILIHH, OEJIOK SASPHOTO ayTOMMMYHHEBIC
MaTpuKkca nuclear matrix protein 3a00J1eBaHHUs
(NMP)-22
AC-27 CENP-E, CENP-F, TD60, anmapat OTCYTCTBYIOT CCJ1, CKB, ¢peHomen
MexKneTouHbIN MHUTOTHYECKOTO BEpeTeHa mitotic Peiino, 3moKauecTBeHHbIE
MOCTHK spindle apparatus (MSA)36, HOBOOOpA30BaHUs
ceMelcTBO KHHE3WHOB kinesin family
(KIF)-14, MmuTtoTHYeCKUI
KHHE3MHIT0J00HBIH Oeok mitotic
kinesin-like protein (MKLP)-1,
¢dochonporenn M-dazer M-phase
phosphoprotein (MPP)1/KIF20B,
BHYTPEHHHI [IEHTPOMEPHEIN OeIoK
inner centromere protein (INCENP)
AC-28 MoaudumpoBanHbie THCTOHBI H3, OTCYTCTBYIOT CKB, BIL/CIL,
MuTtoTnueckue MUTOTUYECKUIH XPOMOCOMHBIN peBMaTHuecKas
XPOMOCOMBEI aHTHreH mitotic chromosomal antigen MOJIMMHAIIT U], KapIIMHOMa

Onpenenenne AH® merogom HPUD-HEp-2 pexomenayercst mpoBOAUTH ¢ YacToTol 1 pas
B 6 Mec — | rox; maHHBIN TeCT HEIEeNeco00pa3HO UCIOIB30BaTh JJIi MOHUTOPUHTA aKTHBHOCTHU
MaTOJIOTUYECKOTO MPOIIECCa B CBSI3M C OTCYTCTBUEM KOPPEIAIMH OOIBITHHCTBA TUIIOB CBEUEHUS,
kpome romoreHHoro (AC-1), ¢ akTuBHOCTBIO 3a00eBanus [25, 33, 35]. KpaTHocTh HccnenoBanus
AH® npu BoissBnenun narrepHa AC-1, accomumpyromerocs c antutenamu k JacJIHK u
HyKJI€ocoMaM, cocTaBiisieT 1 pa3 B 3 Mec, Tak Kak KOHIEHTpAlMs JAHHBIX ayTOAHTUTEN B
ceiBopoTKkax 0opHBIX CKB Koppenupyer ¢ akTHBHOCTBIO 3a00J1€BaHUS 1 MOKET M3MEHSATHCS Ha
(dboHE OTpHUIIATENIBHON CEPOKOHBEPCHH B TIPOIIECCE UMMYHOCYIPECCUBHOM TeparuH.

Anmueen-cneyuguueckue anmunyKieapHvle anmumend

Anmumena x /[HK nonpa3nensitoTcsi Ha ABa OCHOBHBIX THIIA: aHTUTENA, Pearupyrouime ¢
neycrniupanbHoit (HatuBHoM) JIHK (anc/IHK), u anTutena, pearupyromue ¢ oJHOCIHpaTbHON
(menatypupoBanHoif) (aoc/IHK). Anturena x IHK sBnsitores ceponorndeckum mapkepom CKB.
anc/IHK 6onee cneunduunst mia quarnoctuku CKB, ywem aoc/IHK, kotopbie nmpuCyTCTBYIOT B
CBIBOPOTKAX OOJBHBIX MPH JPYTUX PEBMATUYECKUX 3a00JIEBAaHUSAX U HE MMEIOT CYIIECTBEHHOTO
nuarHoctuaeckoro 3HadeHust [9-10, 36]. Mertoner ompenenenus anc/[HK: MDA, HPUD c
UCIIONIb30BaHuEM B KauecTBe cyocrpata Crithidia luciliae, PUA (tect Farr), Ub, ®DUA, XJIUA u
MUA. CtangapTHBIM IEPBUYHBIM CKPUHUHTOBBIM TeCTOM i oOHapykenus anc/IHK sBisercs
meroa UDA. C nomompio MDA onpenenstoTcst Kak HU3KO-, Tak U BbicokoaBuHbIe aac/IHK, uro
00yCIIOBIMBAET MEHBIIYIO CIIEIU(PUUHOCTD JAHHOTO TECTA 110 CPABHEHUIO C IPYTHUMU METOIaMHU.
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[Tomy4yeHnue I10KHOMOJMOKHUTEIBHBIX PE3YIbTATOB MpU HcHoyb3oBaHUU MDA wmoxer ObITh
BbI3BaHO KoHTamuHanuen nac/JIHK monexynamu oc/IHK u cnonrannoi nenarypauuein ac/IHK c
obopazoBannem oc/I[HK. U®DA soisBaser IgG u IgM anc/[HK, npu stom Haumbonbiuee
knuHu4eckoe 3HaueHue umerot IgG anc/IHK. Ilpu comuurensusix pesdynpratax UPA anc/IHK
PEKOMEHTyeTCs TPOBEACHUE MOATBEPKAAI0MUX TecToB, BKiItouas HPUD na Crithidia luciliae n
metox Farr, o6agaronmmx MeHbIIeH 4yBCTBUTEILHOCTBIO, HO 00Jiee BRICOKOW CIIEIM(PHIHOCTHIO
st guarHoctuk CKB. B ocHoBe Metoga HPY® ¢ ncnosib30BaHMEM MTPOCTEHIIIETO KI'YTUKOBOTO
Mukpoopranusma Crithidia luciliae nexut B3aumoneiicraue aac/IHK ¢ kuHeromnacrom xryTuka,
MMEIOLIIM TMTaHTCKYI0 MUTOXOHJIPHIO, COJIEPKAIIYI0 O0JIbIIOE KOJIUYECTBO KOJIBIIEBBIX MOJIEKYJI
nc/IHK, He acconnupoBaHHBIX ¢ TUCTOHOBBIME Oenkamu. Merogom HPU® BrisBistores 1gG u
IgM anc/IHK co cpenneii aBugHocTh0. Meton Farr, OCHOBaHHBIN HAa MPELUIIUTALMNA MEYEHHON
[3H]-AHK anTturenamu k ac/IHK c¢ momomipio HachIIIEHHOTO pacTBopa cyib(paTa aMMOHUS,
MO3BOJISIET U3MEPATH BhIcOKoaBuaHble anTuTena k AcJIHK [9-10, 36]. Tectupoanue anc/IHK
odyeHb Tosie3Ho s jguarHoctTkd CKB y manumeHToB ¢ MOJOKUTENbHBIMU pe3ylibTaTaMu
onpeneneHuss AH® (nammuue anc/[HK sBnsercs muarnoctuueckum kpurepueM CKB); oreHku
AKTUBHOCTH TaTOJOTHYECKOTO Tpolecca u mnopaxeHus modek [9-10, 36-38]. VYpenuuenue
CBIBOPOTOUHOI KoHIeHTpaluu aac/[HK He mo3BoisitoT 10CTOBEPHO MPOTHO3UPOBATH 00OCTPEHUS
CKB [36]. [Ipu apyrux peBMaThdecKux 3a0olieBaHUsSX TectupoBanwme anturen kK jnc/lHK He
MOJIE3HO, TaK KaK OHHU BBIABJISIOTCS OuU€Hb penko (<5 % ciydyaeB) U B HU3KHX TUTpax [36].
Pexomennyemas yacrora onpenenenus aac/IHK cocrasuser 1 pa3 B 3 mec.

Aumumena k eucmonam. I'MCTOHBI — OCHOBHbBIE OEITKOBbIE KOMIIOHEHTHI Spa KIIETKH,
KoTopble nojipasnensitores Ha S kinaccoB (H1, H2A, H2B, H3, H4). Metoas! onpenenenus: MDA,
b, MUA. AHTuTena K TUCTOHAM HanboJiee YacTO BBISBIISIFOTCS MPH JIEKAPCTBEHHOM BOIYaHKE,
OJIHAKO MOT'YT ONPEIEIATHCA Y MAUEHTOB, TPUHUMAIOIIUX JIAHHBIE MPEerapaThl, HO HE UMEIOIINX
CUMIITOMOB BOJTYaHKH, a Takke y 0onbHbIX CKB. PekoMenayemas uactora onpeaeneHus aHTUTEN
K TUCTOHAM cocTtaisieT 1 pa3 B 6 mec — 1 roxg [9-10, 15, 18].

Aumumena  k  HyKnleocomam  (aHTUXpPOMATHHOBBIE  aHTUTENa, aHTUTENa K
nezokcunykieonporenny — JIHII, LE-knerounslii ¢aktop) B3aMMOAEHCTBYIOT € SHUTONAMU
komiuiekca H2A-H2B-JIHK. Meroasl onpenenenus: UDA, b, MUA. Hccnenosanue IgG
aHTUTEN K HyKJeocoMaMm moje3Ho s nuarHoctukn CKB u nmekapcTBEHHOW BOJTYAHKH.
Oo6napyxenue antuten k Hykineocomam npu CKB accouumpyercss ¢ akTUBHOCTBHIO OOJIE3HH U
MopakeHUeM Movek. PexomeHryemast yacToTa onpeiesICHUs: aHTUTEN K HYKJIEOCOMaM COCTaBJISIET
1 pa3 B 3—6 mec [9-10, 15, 18].

Anmumena Kk sxkcmpacupyemvim s0epHvim  anmueenam (D5A) CBA3BIBAIOTCS  C
BOJIOPACTBOPUMBIMH SIICPHBIMU aHTUT€HAMHM W MOApa3AenaroTcs Ha antutena k Sm, U1PHII,
Ro/SSA, La/SSB, Scl-70, Jo-1 u RibP. B kauecTBe mepBHYHOTrO CKPHUHHUHTOBOI'O TECTa JJIsi
BBISIBJICHHSI COBOKYITHOCTH aHTHUTEN K DS A pexomennyercs onpeaeneaue AH® meronom HPUD-
HEp-2. CornacHoO MeXIyHapOOHBIM CTaHAapTaMm, NpPH TOJOXHUTEIBbHBIX PE3yJbTaTax
uccinenoanrst AH® npoBoastcs aBa u Ooliee MOATBEPKAAOIIUX TECTa HA HAJTMYKUE aHTHTEN K
O4A, B Tom unciie MDA, I/, KUDD, Ub, DUA, XIITUA nu MUA. UDA umMmeeT BBICOKYIO
YyBCTBUTEIHHOCTh, HO HEIOCTATOYHYIO CHNEeUU(PUYHOCTh W UCHONB3yeTCS [UIsl CKpPUHHUHTA
coBokynmHocTH aHTuUTen K OSA y AH®-nonoXxurenbHbIX OONBHBIX C MOCIEAYIOLIUM
TECTUPOBAHUEM CHIBOPOTOK IPH TMOMOIIM MEHEE YYBCTBUTEIBHBIX, HO Oollee crenupuuHbIx
metoaoB (Ub, KUD®, N1, DUA, XJINA, MUA). Henoctatkom Wb siBisieTcst ero 6osiee HU3Kast
YYBCTBUTEIHHOCTh MO CPABHEHUIO IPYTMMH METOAAMH TBepAO(a3HOr0O MMMYHHOIO aHaju3a, a
TaK)Xe CIOCOOHOCTh MACHTU(PHUIIUPOBATh AaHTHUTENA MMPEUMYIIIECTBEHHO K JTMHEHHBIM SIHUTOIIAM.
Pexomenayemas yactora onpenenenus anturen Kk A cocrasnser 1 pa3 B 6 mec — 1 rox [9-10,
15].

Aumumena k Sm-anmueeny. Sm-aHTUTEH COCTOUT U3 5 ManbiX saepHbix (Ms1) PHK (U1,
U2, U4, U5, U6), ceazannbix ¢ 11 u 6omee momunentugamu (70 kd, A, B/B', C, C', D, E, F, G).
[Tpu CKB aSm pearupytor ¢ B/B’' u D nonmunentugamu, odbummu ans Ul, U2, U4/U6 msaPHII,
y4acTBYIOIIMX B crutaiicuare npematpuunoit (M) PHK. Metonbr onpenenenus: MDA, Wb, AN/,
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KN2®, ®UA, XJIIMA u MHUA. TlonoxuTenbHble pe3yibTaThl UCCIEIOBAHUSA aSm SBIISIIOTCS
crenu(UYHBIM CEPOJIOTUYECKUM MapKepoM U nuarnoctudeckuMm kpurepuem CKB, ognako He
UMEIOT TOJIb3bl IS OLIGHKHM AaKTUBHOCTH U XapaKTePUCTUKH CYOTHUIIOB 3a00JIeBaHUS.
Pexomenayercs ogHokpaTHoe onpeaenenue aSm [9-10, 15, 18, 37].

Aumumena x UIPHII pearupytot ¢ 6enkoBeiMu komnoHeHTamu (70 kDa, A u C) Ul
masioro sinepHaoro pubonykineonporenna (Ul maPHIT). Meroasr onpenenenus: UOA, Ub, TN/,
KN2®, ®UA, XJIMA u MHUA. Beiaienue aUIPHII B BbICOKMX THUTpax IOJE3HO IS
muarHoctuku C3CT u mpornosupoBanus HeOmaronmpustHoro tedeHuss CKB ¢ pasButuem
TSDKEJIOr0 MOPaKeHUs BHYTPEHHUX opraHoB. Pexkomennyemast dactora onpenenenus aUl1PHII
cocrasisieT 1 pa3 B 3 mec [9-10, 15, 18, 38].

Anmumena x SS-A/Ro. SS-A/Ro-anturen — nonmunentuasl 60 kDa u 52 kDa, o6pa3yromue
koMmiuiekc ¢ RoPHK (hY1, hY3 u hYS). Meroast onpenenenus: UOA, Ub, TN, KUDD, DUA,
XJIMA u MHUA [9-10, 15]. aSS-A/Ro oOnapyxuBatorcsi B cbiBopoTKax 40-80 % O0nbHBIX
BILI/CIHI u 30-50 % 6ompaBIX CKB. V 50 % 60mpubix BII/CII 1 CKB anTuTENa pearupyroT ¢
6enkamu 60 kDa u 52 kDa, y 40 % 6onbubix BI/CII — Tonbsko ¢ 6enkom 52 kDa u 'y 20 %
o6ompHeIx CKB — Tompko ¢ Oenmxom 60 kDa xommiekca SS-A/Ro [15]. IlonoxxurenbHbiE
pe3ynbTaThl 00HapyxeHus aSS-A/Ro saBnstoTes nuarHoctudeckumu kputepusmu BII/CII [39].
[Tpr GepeMeHHOCTH HWCCIICIOBAHHE CHIBOPOTOYHOTO YypoBHsS aSS-A/Ro-52 kDa mose3Ho mis
MIPOTHO3UPOBAHUS PHCKA Pa3BUTHUS MOJTHOMN MOMEpeyHON O10Kaabl cepana y mioga, aSS-A/Ro —
JUIE TIPOTHO3MPOBAHUS PUCKA PA3BUTUS HEOHATAIBHOTO BOJYAHOYHOIIOAOOHOTO CHHApPOMA Y
HOBOpOXKIEHHBIX. Y OonbHbiXx CKB mnonoxwurtensHble pe3ynbTaThl TecTUpoBaHus aSS-A/Ro
acconuupytores ¢ orocencnbmmmsanueit, CII, runepmponyknueir PO [9-10, 15, 18, 38].
Pexomennyemas yacrota onpenenenus aSS-A/Ro cocrasnser 1 pa3 B 3 mec.

Anmumena x SS-B/La (Lane). SS-B/La-aHTHTeH — HyKJICOLUTOIIIIa3MAaTUYECKHI KOMILJIEKC
48 kDa d¢ocoponporeuna ¢ Ro PHK (hY1-hYS5), sBustoumiics TepMHHAIbHBIM
TpaHckpunuuoHHbIM QaxtopoM ans PHK momumepassr III. Metoasr onpenenenusi: MDA, Ub,
AU, KUDOD, DUA, XJTIMA u MUA [9-10, 15]. aSS-B/La obnapyxuBatorcs y 40—50 % 60nbHBIX
CII u 20 % 6onpubix CKB [15, 18]. IIpu BLI/CII nonoxuTenbHble pe3yabTaThl ONpeaeIeHus
aSS-B/La accounupyroTcst ¢ BbIpaK€HHOM JTMM(OUIHONW HMHOMIbTpaLUeil CIIOHHBIX Kele3 U
pa3BUTHEM SKCTparylaHIyJIsIpHBIX MpPOsBIEHUH (Iyprypa, BacKynauT, numdanenonatus) [9-10,
15, 18]. Ilpu OepeMEHHOCTH TOBBIIIEHHE CBHIBOPOTOUYHOro ypoBHs aSS-B/La cayxur
IIPOrHOCTUYECKUM MapKepoM pa3BUTHS MTOJIHOM nonepedHoi 6i1okazs! cepana y mioaa. [lpu CKB
runepnpoaykuus aSS-B/La conpoBoxaaeTcss HU3K0M yacToTol nopaxenus nouyek [9-10, 15, 18,
38]. Pexomenayemas uyactota onpezaenenus aSS-B/La cocrapnser 1 pa3 B 3 mec.

Aumumena k pubocomanvnomy Oenky P pacno3HaloT Tpu CHeUU(PUYECKUX KHUCIBIX
dbochopunupoBanHbIX pudbocomanbHbix 0enka PO, P1 u P2 (c monekynsipHoit maccoii 38, 19 u 17
k/la COOTBETCTBEHHO), KOTOpPBIE PACIOIOKEHBI B CyObenunuiie S60 pubocoM M UMEIOT OOIIYIO
MOCJIEIOBATEILHOCTh W3 22 aMHHOKHCIIOT, MPHUCYTCTBYIOIIYIO Ha KapOOKCHUIBHOM KOHIIE.
Mertonst onpenenenusi: DA, Becrepu-6not, b, ®UA, XJIMA, MUA. Ob6napyxenue aRibP
acCOLMUpPYETCS C AaKTUBHOCTBbIO M HeWporcuxudeckumu mnpossienusimu CKB [18, 40].
Pexomennyemas yactota onpezaenenus aRibP cocrasmnser 1 pa3 B 3—6 mec.

Crknepodepmuueckue awmumena — TPyNNa ayTOAHTUTEN, BBISBISEMBIX B CBIBOPOTKAX
90-95 % GonbHbIX CCJl. OCHOBHBIE Pa3HOBUIHOCTH CKJIEPOAECPMHUECKUX AHTHUTET BKIIOYAIOT
AlIlA, aScl-70/Tonon3omepase I u aHTUHYKIICOSIPHBIC aHTUTEIA.

AIIA pacnio3naror Oonee 6 nentpomepHsix HykieonporenHoB (CENP A-F). Merons
onpeaenenusi: HPUD-HEp-2 nna unentuduxanuu anturen k CENP-A, B, C (natrepn AC-3) u
CENP-F (marrepn AC-14); UDA, Ub, XJIUA, MUA nns BeisiBiaeHust antuten k CENP-B.
[TonoxxutensHble pe3ynabTathl onpeneneuus AILIA cioyxar auarHoctuueckum kputepuem CC/I,
mapkepoM CREST-cungpoma (kanpumno3 Tkaned — C, cunapom Peiino — R, »3odarutr — E,
CKJIEPOAAKTIIINSA — S, TelNeaHrudKTazuu — T), TUMUTHPOBAHHOTO MOPAXKEHUS KOXKU, JIETOYHOU
aprepuasnibHoil runepreH3un (JIAI') um HU3KONW BEPOSTHOCTU Pa3BUTHSA PEHTIEHOJIOTMYECKHX
MIPU3HAKOB JIETOYHOTO (hribpo3a.
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aScl-70 pearupyrot ¢ JIHK-Tononzomepazoii 1 (0CHOBHOW HETMCTOHOBBI XPOMOCOMHBIH
0enok ¢ monekyisipHoi Maccoi 70 kDa). Metoasl onpenenenust aScl-70 B CBIBOPOTKE KpOBHU:
NDA, b, 111, KUD®D, XJIMA u MUA. OGHapyxenue aScl-70 CIIy)KUT AHArHOCTUYSCKUM
kpurepuem CCJl, mone3HO i NPOTHO3UPOBAHUA JUPPY3HOTO TMOPAKEHHUS  KOXKH,
UHTEepCTULMAIbHOTO  nopakeHust  jerkux  (MILJI), BbICOKOW  BEpOSTHOCTH  Pa3BUTHUSA
PEHTI€HOJIOTUYECKUX IPU3HAKOB JIETOYHOT0 (hnOpo3a 1 HapyIeHUs (PyHKIIMOHAIBHBIX JIETOYHBIX
po0.

AHTHHYKJIEOJISIPHBIE aHTHUTENA — reTeporeHHas rpynmna ayTOaHTUTETI,
XapaKTepU3YIOIUXCsl HyKJICOJIPHBIMU THIIAMU CBEUEHUS U UccaenoBaHuu merogom  HPUO
HEp-2 (AC-8, 9, 10). AnTuHYKICONSIpHBIE aHTUTENA BKIO4aoT aHTuTena k PM-Scl, U3-PHII,
Th/To u cemeiictsy PHK-nnonumepas I, II, 11 [9-10, 18—19, 41-44]. Meroas! onpenenenus: AN/,
UIl, NPA, b, MUA. AHTUHYKICOISIpPHbIE aHTHTENA UMEIOT BBICOKYIO CIEHU(PUYHOCTH, HO
HU3KYI0 4yBcTBUTENbHOCTD A5 quarnoctuku CCJ (A4 12-50 %; IC 94-98 %). Haubonbiiee
JMarHOCTHYECKOe M mporHocruueckoe 3HadeHue mMeror aPHK-nommmepase III, Bomenmue B
yuciao auarHoctuueckux kputepueB CCJl m acconuupyrommecs ¢ AM(GQy3HbIM MOpaKeHUEM
KOXH, Pa3BUTHUEM CKJIEPOJIEPMHUECKOI0 IIOYEYHOI0 KpHU3a.

Pexomenpayercsi onnokparnoe uccrnenoanue AI[A, aScl-70 u aPHK-monumepaze III
[9-10, 18-19, 41-44].

Muosum-cneyughuueckue u muosum-accoyuuposannvle aumumena (MCA u MAA),
pearupyroume ¢ pa3InuyHbIMU SIIEPHBIMU M LIUTOIUIA3MAaTHYECKUMU O€JIKaMH, y4aCTBYIOIIUMHU B
npoleccax TPAHCKPUIILUU U TPAHCISILMH, SIBIISIOTCS cepoiornueckumu Mapkepamu UIBM. MCA
BKJIFOYAIOT aHTUTeNa K amuHoanmicuaterazam T-PHK (Jo-1, PL-7, PL-12, OJ, EJ, KS, Ha, Zo),
aSRP, aMi2, aTIF1y, aNXP2, aMDAS, aSAE u aHMGCR. B cocraB MAA Bxoasat aSS-A/Ro,
aSS-B/La, aPM-Scl, aKu, aUIRNP u acN-1A. Meroasr onpenenenus: U1, MDA, Ub [9-10,
18-19]. MCA u MAA MMEIOT BBICOKYIO CIEIU(PHUUHOCTh, HO HU3KYIO UYBCTBUTEIBHOCTH IS
MUAarHOCTUKU U TporHo3upoBanusi TeueHuss MBM. Yactora BeisiBieHus MCA u MAA B
ceiBopoTkax OoibHbIX VIBM cocraBmser 540 %. MCA u MAA cBs3aHbl C pa3IU4YHBIMU
knuHudeckumu cyotunamu MUIBM [18-19]. B uncno knaccudukaumonssix kputepues MBM
EBponerickoit antupeBmarnueckoi aurun (EULAR)/ACR — 2017 y B3pocnbIX M J€T€W BXOIAT
TOJIBKO aHTUTeNA K Jo-1 [45]. Pekomenayercst oqHokpatHoe onpeneneane MCA u MAA.

3.2. CucremMHasi KpacHasi BOJYAHKA

CKB — cucremHoe ayTOMMMYyHHOe 3a0o0JieBaHHME HEHU3BECTHOW  3THOJIOIHH,
XapaKTepu3yrolieecs TUIeprpoayKIell opraHoHecenu(pUIeCKuX ayTOAHTUTEN K Pa3InYHbIM
KOMIIOHEHTaM KJIETOYHOTO si/ipa C pa3BUTHEM UMMYHOBOCHIIMTEIBHOTO MOBPEKACHHUS TKAaHEN U
BHYTpeHHUX opraHoB [46]. HoBele MexnyHapoaHble KilaccU(UKAIIMOHHBIE KpPUTEpUU
(EULAR/ACR, 2019), ucnionb3yromuecs 11t auarnoctuku CKB, oTnnyaroTcst oT mpeabLaymx
(ACR, 1997 u SLICC — Systemic Lupus International Collaborating Clinics, 2012) omenkoii B
Oasutax ¥ BeIJIeNIEHHEM cepono3uTUBHOCTH 0 AH® B kauecTBe OCHOBHOT'O KPUTEPHS BKIIOUEHHS,
no3BoJsitommero  kinaccupunupoBate CKB  kak cuctemMHOe ayTOMMMyHHOE 3a00JIEeBaHME;
oTpuuaTenbHble  pe3ynbrarl  ucciaenoBaHus AH® wuckmouaror guarmo3 CKB  [37].
OO0s3aTeNbHBIM KPUTEPUEM BKIIOUEHHS SIBISIETCS XOTSI Obl OJHOKPATHBIA MOJIOKUTETbHBIN
pe3yJabTaT CKPUHUHIOBOIO OIpeneiacHHus] COBOKYNMHOCTM AHA B CBIBOPOTKE KpPOBH METOJOM
HPU®-HEp-2 B Tutpe >1:80 unu meronoMm tBepaodasHoro ummyHnHoro anainuza (MOA, OUA,
XJIMA, MHUA) ¢ sxBuBaneHTHOM 1o oTHomeHuto kK HPU®-HEp-2 Y. [Tpu oOHapyxennn AHD
HCIOJIB3YIOTCSl JIOTOJIHUTENbHBIE KPUTEPUHU, KOTOpPBIE MOAPA3AEIAIOTCS Ha 7 KIMHUYECKHX
(KOHCTUTYLIMOHAJIbHBIN, KOXHO-CIIM3UCTBIN, CYCTaBHOM, INCHUXOHEBPOJOTHYECKUH, CEPO3HBIMH,
reMaTojorMuyeckuif, TOYeYHbll) W 3  UMMYHOJIOTMYECKHX JIoOMeHa. B  kputepuu
reMaToJIOTMYeCKOro JIOMeHa BXOnAT JiehkorneHus (3 Oamra), TpomOouuTonenus (4 Oamia) u
ayTOMMMYHHBIA TE€MOJIN3, aCCOIMUUPYIOMIMICS C TEeMOJUTHYECKONW aHEeMHUeH (IOJIOKUTEIbHAs
npsamass npoda KymbOca) (4 Oamna). Iloyeunsle 1a0OpaTOpHBIM KPUTEPUU BKIIOYAIOT
npotennypuio > 0,5 r 3a 24 4 (4 6aia).

Kputepnn UMMYHOJIOTHYECKUX JOMEHOB
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Oo6napyxenue adJI

IgA, IgG nmm IgM aKJI (B cpenuux u Beicokux tutpax >40 APL/GPL/MPL nmu6o
>99 nepuentwmiis) (2 6amna),

nim

IgA, IgG mm IgM aP2I'TII (2 6amna),

nim

BA (2 6amna).

['unokommuiemenTemMus:

Huskue yposau C3 NJIN C4 (3 6amna);

Huskue ypoau C3 U C4 (4 6amna).

O6napyxenue anTuTen, Beicokocrenuduunanix 1t CKB:

anc/IHK (6 6ayoB) (B *MMYHOJIOTHUECKHX TECTAaX CO CHEUPUIHOCTHIO >90 %)
nim

aSm (6 6ay1oB).

CornacHo HOBBIM KiaccudukannoHHsiM kputepusm CKB (2019):

KaXJIOMy KPUTEPHUIO B 3aBUCHMOCTH OT €ro YAEJIbHOI0 Beca MPUCBAWBACTCS OT
2 1o 10 dayuios;

JIOCTATOYHO XOTsI ObI OTHOKPATHOT'O OOHAPYKEHHS KPUTEPHEB;

JIOCTATOYHO XOTS OBl OJTHOTO KIIMHUYECKOTO KPUTEPUS;

KpUTEPHH HE 0053aTeIBHO JODKHBI IIPUCYTCTBOBATH OJITHOMOMEHTHO;

B paMKax KaXXJOro JJOMEHa YYUTHIBAECTCA KPUTEPHIl ¢ HAUOOJIBIIUM KOJIUYECTBOM
0aJlJIOB;

s moctaHoBkun guarHoda CKB  HeoOxomumo Habpate >10 OamnoB u3
MpeAJIaraeMbIX KPUTEPHEB.

OO6HapyxeHue ayToaHTHUTEN B ChIBOpoTKax/miazMe OonpHbIX CKB acconumpyercs ¢
oTpeieIeHHBIMU KIIMHUYeCKUMH (eHoTunamu 3abonesanus (Tabdmn. 3) [9-10, 18, 38].

Ta6auna 3
Kinnuyeckoe 3Hayenue ayroanturen npu CKB

AHTHTEIA JAuarsocruyeckoe U NPOrHOCTHYECKOE Accounanus ¢ penorunamu CKB
3HAYEHHE (4acTora 0OHapysKeHHs)
AHA T4: 93-98 %; Bomuanounsriii Hegput (100 %).
JIC: 49—78 %. JlekapcTBeHHas BOTYaHKa
Huarnoctuueckuid kputepuit CKB (50-100 %).
JuckounmHas Borganka (35 %)
anc/IHK HY: 57 %; Bomuanounstit Hepput (65—70 %).
AC: 97 %. Heliponicuxuueckue mposBiIeHUs
Huarnoctuueckuii kpurepuit CKB. (4-81 %)
CBs13b C aKTMBHOCTbHIO 3200JICBaHUS
AHTHTENA K IT4: 5080 %; JlekapcTBeHHAs BOJTYAHKA
TUCTOHAM JIC: 86 % (50—100 %).
Bomuanounsiii Hepput (37 %)
AnTHTena K J4: 46—81 %; Bomuanounsriii Hegput (60—90 %).
HYyKJI€OCOMaM JIC: 95—100 %. JlekapcTBenHas BomuaHka (77 %)
CBsI3b ¢ aKTHBHOCTBIO 3a00JIeBaHHS
aSm J4: 10-30%; —
JC: 90-99 %.
Junarnoctmueckuii kputepuii CKB
aU1PHIT JI4: 2030 %. C3CT/mepexpecTHbIi CHHAPOM
JIC: Huskas. (100 %)
IIpenuxTop Hebmaronpustaoro TedeHust CKB ¢
pa3BUTHEM CHUHJIpoMa PelfHO M TSHKENIoro MmopakeHus
BHYTPEHHUX OPTaHOB
aSSA/Ro 4: 2250 %; doToceHCHOMITH3AITHS, TTOA0CTpast
(60/52 kDa) JC: 99 %. KOKHas KpacHast Bordanka (70—80 %).
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[IpeaukTop pa3BUTHs HEOHATAILHOW BOTYAHKH.
IIpenukTop BpOXKAEHHO! MONHOI MonepeuHoi
6sokaasl cepaua (SSA/Ro-52 kDa)

HeonaranbpHast BoT4aHKa ¥ OJIHAs
noniepeyHast 61o0kazna cepaua (90 %).
I'emaronorundyeckue HapyIeHUs.
Bourganounsrit Hegppur (31 %)

aSSB/La J4: 1020 %; Huzkas yacrora pa3Butus
JIC: 99 %. BOYaHOYHOTO Hedpurta (14 %).
[IpeaukTop pa3BUTHs HEOHATAIHHOW BOTYAHKH HeonatanbHas BoT4aHKa, MOJNHAS
HOBOPOJKICHHBIX U BPOKICHHON MOTHOIT ronepeyroii | MOMepedHas 6mokana cepaua (90 %).
Onokazbl cepana IMogocTpast koKHast KpacHasl BOTYaHKA

(30 %)

aRibP J4:13—40 %; Heifiponicuxudeckue nposiBICHUS
JIC: 97—100 %. (mcuxo3b1, gernpeccust) (21 %)
CBsI3b C aKTHBHOCTbHIO 3200JI€BaHUS

BA, aKJL, ap2-TI'TIl A4: 54 %; Tpom0O03HI, aKymIepcKas MaToNIOTUs
AC: 86 %. (2560 %)

Juarnoctuueckuii kpurepuit CKB.
dakrop pucka TpoMOO30B U aKyILIEPCKOW ITaTOJIOTHH.
CBsI3b ¢ aKTHBHOCTBIO 3a00JI€BaHUs

JAY: 1746 %.

CBsI3b C aKTHBHOCTHIO 3200JI€BaHHSI.
[IpeaukTop HEOIArONMPHUATHOTO MIPOTHO32
C pa3BUTHEM BOJIYAHOYHOTO HedpuTa

Bomuanounsrnit Hepput (40—100 %)

aPCNA J4: 5-10 %; ApPTpHUT, TUIIOKOMILIEMEHTEMHUS
JAC: 95 %
J4: 520 % CKB / IIM / CC]] nepekpecTHbIi

CHHIPOM.
Muo3uT, apTpuT

VYcranosneHo, uro Beicokue ypoBHM AH® n anc/IHK, a taxxe Huskue yposau C3 u C4 B
KpOBU CIYXaT MPEAUKTOPaMH XOPOIIEro OTBETa Ha Tepanuio OernuMyMadoM (MHTHOUTOPOM
BAFF/BLyS) [16].

3.3. CucremHas cKJiepoiepMus

CCJl, unu nporpeccupyromuil CUCTEMHBIN CKJIepo3, — MOJUOPraHHOe 3a00JeBaHue, B
OCHOBE KOTOPOTO JIe)KaT UMMYHHBIE HApYIIEHUS M Ba30CMACTUYECKUE COCYIUCThIE PEAKIUH 10
tuny ¢peHomena PeiiHo, conpoBokaaronuecs akTupanuei puopo3z0006pa3zoBaHus U U30BITOUHBIM
OTJIO’)KEHUEM BHEKJIETOYHOIO0 MaTpHKca (KoJulareHa) B TKaHsSX M opraHax [47]. Paznuuaror nBe
ocHoBHble KiauHHYeckue Gopmbl CCJ — muddysnyro u numuTHpoBaHHyro. B uwmcrno
knaccupukannonusix kpurepue CCJl (ACR/EULAR, 2013) Bxoaut o6Hapyxxenue ALIA, aScl-
70 u aPHK-nonumepasze-11I (onenuBaercs B 3 6amna u3 cyMMapHbIX 9 0amioB, HEOOXOIUMBIX TS
MMOCTAaHOBKH JJOCTOBEPHOTO Auarto3a 3adosneBanusi) [41]. [laHHbIe CKIepOAepMUYECKIE aHTHTEIIA
UIparoT BEAYLIYI0O pOjb B JauarHoctuke u ounenke nporHoza CCJl. HekputepuanbHbie
ckaepoaepmuueckre anturena (aUl-PHIL, aU3-PHIIL, aTh/To, aPM/Scl, aKu) pacumupstor
BO3MOXKHOCTH JMAarHOCTUKH CEPOHEraTUBHBIX IO KJIaccuueckuM ayroantutenam (ALIA, aScl-70
n aPHK-momumepasze III) ¢denotunoB 3abosieBaHus, a TakKe MEPEKPECTHHIX (OpM ITaHHOUN
natonoruu (Tabn. 4) [9-10, 18-19, 41-44]. CnexyeT OTMETHUTbH, YTO y KaKIOTO KOHKPETHOTO
ManueHTa, Kak MpaBWIo, BBIABISETCA Toubko ofuH cyotun CCJ/l-cnenuduyeckux aHTUTE,
KOTOPBII TOMUHUPYET Ha MPOTSHKEHUU BCel OOJIE3HU.

Tabauua 4
Kiannndeckoe 3HaUeHHE CKJICPOACPMHUUYCCKUX AHTUTEI
AHTHTESA I | AC OIINIP | OIOP | Kaumnuyeckue accouuaumuu
(%) (%)
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AlIA 19,0- 90,0-99,9 2,3-32,7 | 0,7-0,8 | Juarnoctuueckuil Kputepui

33,0 CCAa
83,0-99,9 3,5— 0,2-0,5 CREST-CI/IHllpOM
60,0— 650,0
65.0 79,0-93,0 0,6-0,7 | JlumuTupoBaHHOE MOpaKEHHE
2,1-6,1 KOXH
44,0
JIAT, oTcyTcTBUE
71,0 1.2 PEHTI€HOJIOTHYECKUX
0,41 IIPU3HAKOB JIETOYHOT'O
12,0 ¢dubpoza
aScl-70 20,0— 90,0— 10,0— 0,6—1,5 | HAuarHocTu4ecKuit KpuTepui
40,0 100,0 83,0 cca

0,7—-0.8 | AnddysHoe nopaxkenne Koxu
37,0— 81,0-85,0 | 2,027

46,0 0,7 WI1JI, peHTreHoI0rn4ecKue
81.0-83.0 | 2325 MIPU3HAKHU JIETOYHOTO
43.0— ¢budpo3a, HapyIIeHHE
45.0 (YHKIIMOHAIBHBIX JIETOYHBIX
’ npob
aPHK- 5,7-38,0 | 94,0-99,5 | 6,0-22,0 | 0,7—0,9 | HuarHoCTHYECKHUH KPUTEPHH
noJimmepase CCH
I Tsoxenoe mudpdys3Hoe

HIOPaXEHUE KOXKHU, CHMIITOM
TPEHUS CYXOXKHUINH,
CKJIEpOACPMHUUECKUI
[IOYEYHBIN Kpu3,
3JI0Ka4E€CTBEHHbIE
HOBOOOpa30BaHUs

aU1-PHII 4,849 H. 1. H. 1. H. 1. JlumuTHpOBaHHOE OpAXKEHHE
KkoxHu, JIAT', MUO3UT, apTpHuT,
HIEPEKPECTHBII CUHIPOM

CCJI/CKB/C3CT
aU3-PHIT 5,2-22,0 92,6— 3,0~ | 0,8-09 | Huddysnoe nopaxenue
100,0 520,0 koxu, JIAT, Muosur,

TMOopaxeHUue cepaua

aTh/To 3,3 98,7 2,5 0,8 JlumuTHpOBaHHOE OpAXKEHHE
xoxu, JIAT, UITJ,
MOpaKeHUE KUIICTHUKA

aPM/Scl 6,7-50,0 | 93,3980 | 1,6-31,0 | 0,5-0,9 | JlnMuTHPOBaHHOE MTOpAKEHHE
KOXH, JIETOYHBINA (UOPO3,
MHUO3UT, TUTUTAIIBHBIC SA3BbI,
HNEPEKPECTHBIN CUHAPOM
CC/TIM

aKu 4,7 96,0 1,2 1,0 JlumuTHpOBaHHOE TIOPAKECHHE
KOXKH, TIEPEKPECTHBIC
cunapomsl CCJI/TIM,
CCI/TIM/CKB

3.4. bonesns/cuaapom Lllerpena

BII (mepBuunbiit cuaapom Illerpena) — CAP3 Heu3BeCTHONW ATHOJOTHH, KOTOPOE
XapaKTepU3yeTcss XPOHUYECKUM AayTOMMMYHHBIM M JHUMGONPOIUQEpaTUBHBIM MPOIECCOM B
CEKPETUPYIOIINX SIMUTECITUATBHBIX JKEJIe3aX C pPa3BUTHEM MApEHXMMAaTO3HOTO CHAaJaJleHUTa C
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KCEpOCTOMHEH M CyXOTro KepaTOKOHBIOHKTUBHTA ¢ rumnonakpumuend. CII (Bropuunblii cHHAPOM
[llerpena) — ananmornunoe Bl mopakeHue CIIIOHHBIX U CIE3HBIX JKeJe3, pa3BuBaercs y 5-25 %
6onbHBIX CAP3, vame PA, u y 50—75 % nanueHToB ¢ ayTOMMMYHHBIMH 3a00J1€BaHUSIMH TIEUEHU
[48]. OcHoBHBIMU HMMYyHOIOTHYeckuMu Mapkepamu BILI/CIII coyxar AH®, aRo/SS-A, aLa/SS-
B u IgM P®. aRo/SS-A BXOIAT B UHCIIO MEXKAYHAPOIHBIX KiIaccuPpUKamoHHbIX kputepueB bl
(ACR/EULAR, 2016) u onenuBaroTcs B 3 0ayia U3 CyMMapHbIX 4 0ayuioB, YKa3bIBAIONIUX Ha
Hanuuue 3aboneBanus [39], B To Bpemsa kak AH®, aRo/SS-A, alLa/SS-B u IgM P® otHocsTes
OTeUYeCTBeHHBIM AuarHoctuueckuM kpurtepusim BIII (Bacunbe B. U., 2001) [48]. Y aRo/ala
cocraBiusieT 42-51 %/29 %, AC — 98—100 %/99 %. Hapsiny c oOnapyxenuem AH®, aRo/SS-A,
alLa/SS-B u IgM P®, nipu BI1I/CIII BBISBASIOT MOBHIIIEHNE CHIBOPOTOYHBIX ypoBHEH ALIA, AMA
u ASMA, KPUOTJIOOYIMHEMHUIO, TUTIOKOMILIEMEHTEMHUIO, MOJUKJIOHAJIBHYIO
TUIIEPraMMarioOyIMHEMHUIO, MOHOKJIOHAIBHYIO CEKpeluio HUMMyHornoOynuHoB [18, 48].
CnekTp, MeTOObl ONpENeNieHUs, dYacToTa OOHApy)KeHHS U KIMHUYECKOe 3HAUYCHUE
umMmyHoJorundeckux Mmapkepos BILI/CI npencraBiens: B Tadm. 5.

Tadoauna 5
XapakTepucTnka HMMYHoOJ0ru4ecknx mapkepos bI1I/CILI
IMoka3aTenn Merton onpeeaeHHst YacToTa 00HAPY:KeHHsI Knnnuyeckue acconuanuu
I1gM PO Hedenomerpus, 50 . Bonee moioz0ii Bo3pacr.
Typougumerpus, MOA (36—74) % . Mopdonoruueckue npusHaKu
¢dopmupoBanns MALT-Tkanu B
CIIIOHHBIX/CJIE3HBIX JKelle3aX U B
JIETKHUX.
. OKCTparmaHayIspHbIe TPOSBICHAST
(mypmypa, riaomMepyJIoHppuT,
nepudepryeckas HelponaTus).
. KpuornoOymmaeMudeckuii BaCKyInT
II u III Tina.
. I'mnepramMmarioOyJIHHeMHS.
. AH®, aRo/La, cHmxeHne ypoBHen
C3/C4
AH® HPU®-HEp-2 70—80 % . bonee Monozoit Bo3pact.
(tumsl cBeuenunst AC-4, AC-3) . YBenuyeHUe OKOJIOYIIHBIX XKENe3.
. OKCTpariaHay/sIpHbIe TPOSIBICHHS.
. Huronenus.
. I'mnepramMmario0yIHHeMHS.
. aRo/La, IgM PO, adJI
aRo/SS-A HUDA, 1B, XJIMA, MUA 33771 % . Bonee monozoii Bo3pacr.
ala/SS-B . ‘YBeNMUEHUE OKOJIOYILITHBIX HKENe3.
23—47,8 % . Cyxoif KepaTOKOHBIOHKTHBUT.
. [TapenxumarTo3Hblil cuamaJeHuT
€ KCEpOCTOMHEH.
. OKCTparnaHayIsIpHble IPOSBICHHUS.
. Huronenus.
. AH®, IgM PO.
. I'mnepramMmariao0yITHHEMHS.
. Kpuornobynunemus.
. Boitee BBICOKHIT pUCK pa3BUTHS
TeHepal30BaHHOTO BACKYIIUTa U
reHepanu3oBaHHbIX MALT-nmumdom.
. IToBbIIIEH PUCK Pa3BUTHS
BPOJXKAEHHOM aTpHOBEHTPUKYIIIPHOM
OoKapl cepna y mioaa u
HEOHATaJIbHOW BOIYAHKU
ALTA HPU®-HEp-2 4—17 % . Ioxunoii Bo3pact.
(tun cBeuenus AC-3), UDA, . Cunzpom PeiiHo.
Ub, XJIMA, MUA . OrtcyrctBue antuten k Ro/La.
. Huskue yposuu IgM PO.
. Hu3skas yactoTa JelikoneHuy,
THIepraMMario0yInHeMUH
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AMA HPU®, UDA, UB, XJIUA, 1727 % . IBX
MUA ’
ASMA HPU®, UDA, UB, XJIUA, _ . AUT
MUA
Kpuorno6ynuxemus Kpuonpenumnuranms 9—15 % . VY 40 % GonbHBIX OMpenesseTcs
II Timn xprornoOynmMHeMHUI
(cMelaHHas MOHOKJIOHAJIbHAS
KPHOTJIOO0YTHHEMHS ).

. bonee monoznoii Bo3pacr.

. VBennyeHHe OKOJIOYIIHBIX JKeJe3.

. OKCTparnaHayIsIpHbIC IPOSBICHHS.

. Iuroneuwus.

. IgM P®, anTurena x Ro.

. CHmxeHune yposHeit C3/C4.

. JIumdoma.

. Beicokuit puck cMepTu

I'unokomIuieMeHTeMusl. Hedenomerpus, _ . IIporHoctuuecku HeOIArONPHUATHbIH

CHmxenne yposaeit C3/C4- TypOuANMETpHUs MIPU3HAK.

KOMIIOHEHTOB CHCTEMBI . CHIKeHHE BBKHBAEMOCTH OOJIbHBIX.

KOMIIJIEMEHTA B CHIBOPOTKE . OtpaxkaeT aKTUBHOCTh

KpOBH KPHOTIO0YIHHEMIYECKOTO
BaCKyJIUTA.

. IpenukTop pa3BUTHS
numMonponudepaTuBHOrO
3a0071eBaHusA

INonuknonanbHas Hedenomerpus, 50—60 % . IoBeienue yposus IgM —
THIepraMMariioOyInHeMusl. TypOuANMETpHUs IIPOTHOCTHYECKH HEOIaronpHsTHBIH
YBenuueHne KOHIEHTPalux MPU3HAK, IPEAUKTODP Pa3BUTUSL
1gG, IgA, pexe IgM B HEXOKKHUHCKOU JTMM(POMBI
CBIBOPOTKE KPOBH
MoHnoxkoHanbHble IgM, pexe 3neKTP0(1>0pes OEIKOBBIX 20 % . YV 50—60 % GoNBHBIX C
IgG u IgA B cpIBOpOTKE (hpaxuuii CEIBOPOTKH KPOBH U o .
KPOBH U HX JIETKHE LIETIH B MOYH, UMMYHO(DHKCALHS MOHOIKIIOHAILHOM CCKPCIIHCH

GOITKOB & IANEILIO 00HAPYKUBAIOT HEXOMKKUHCKHIE
Moue (6enok benc—/lxonca) TMGOMBI

AHTHCBIBOPOTOK

3.5. UnuonaTtuyeckue BOCHAJMTEIbHbIE MUOTIATHH
NBM — rpynma peakux TeTepOreHHbIX IO KIMHHUKO-HMMYHOJIOTHYECKHM U

Mopdornoruueckum mnpusHakam CAP3, xapakTepusyromuxcs BOCHAIMTENbHBIM HOpakeHHEM

MOTEPEYHOII0JIOCATON MYCKYJIATyphl C pa3BUTHEM IIPOrPECCUPYIOLIEH MBIIIEYHOU c1a00CTH.

MynpsTumnnekcusiii anann3z MCA u MAA ¢ nomortisio HOBbIX MeTofioB b/moT-0610Ta mo3Bomm

BBIIETIUTH cleayrolme Kkinanyeckue ¢penorunst IBM [18-19]:

* nepmaromuo3ut ([IM); accomuupyercs c¢ aMi2, aMDAS, aTIFly, aSAE, aNXP2
(ceponozutuBHOCTH — S0 %);
* 3 cyoruna UBM, panee otHocuBIInecs kK noaumuosury (IIM).

Muo3ut ¢ BKIIOYEHHUAMH; accouunpyercs ¢ acN-1A (cepono3utuBHoOCTh — 66 %).

2. HMMmyHOONOCpeaOBaHHbBIE HEKPOTH3UpPYOIKe Muonaruu; acconuupyrorcs ¢ aHMGCR,
aSRP (cepomnosutuBHOCTh — 20 %).

3. Ilepexpectubie Muo3uThl, cBsizanubie ¢ CKB, CCJl, C3CT; acconuupytores ¢ aJol, aPL7,
aHTUTEeNamMu K apyrum amuHoamicuaterazaM T-PHK, aRo52, aRNP, aKu, aPM/Scl.
JIOnOMHUTENBHO pa3/InYaroT:

* [apaHeoIIaCTHUYECKUH MUO3UT, accouuupyomuiicsa ¢ aNXP2, aTIF1ly, aHMGCR;

*  Muo3uTthl, cBszanuble ¢ UIJI; accounnpyrores c aMDAS, aSAE.

p—

3.6. CMemaHHoe 3a00/1eBaHUE COeIMHUTENbHOM TKanu (cunapom Hlapmna)
C3CT — penxuil KIMHUKO-UMMYyHoJorndeckuii cunapom (onucan G. G. Sharp B 1972 r.),
XapakTepu3yIoIuics codyetaHneM mnpusHakoB aByx u Oonee CAP3 (CKB, CCH, PA, IIM,
BIII/CI) ¢ mranuunem antuten Kk U1-RNP B Beicokux tutpax [S0-51].
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I'JIABA 4. JABOPATOPHASA JTUAT'HOCTUKA PEBMATOU/HOT'O APTPUTA

PA - wummyHOBOCHanuTeabHOE (AyTOMMMYHHOE) peBMaTH4ecKoe 3a0o0JieBaHUE
HEU3BECTHON OSTHOJIOTUH, XapaKTepU3YIOIIeecs] XPOHUYECKHUM SPO3MBHBIM apTPUTOM U
CUCTEMHBIM TOpaXeHUEM BHYTpeHHUX opraHoB [52]. CoriacHO OTEYECTBEHHBIM U

MEXIYHAapOJAHbIM  KIMHUYECKUM  pPEKOMEHJAlMsSM,  OCHOBHBIMM  JIMarHOCTUYECKUMHU
naboparopHbiMU Mapkepamu PA sBisttores [9-10, 52-54]:

. IgM PO;

. ALIT,

. COD;

. CPb.

JlaHHble MOKa3aTeau BXOMAT B YHUCIO MEXAYHAPOJHBIX KJIACCU(PUKALMOHHBIX KPUTEPHUEB
3aboneBannss ACR/EULAR 2010 1. 1 1OIDKHBI ONIPENENATHCS ¢ UCIOIB30BAHUEM COBPEMEHHBIX
CTaHJapTU3UPOBAHHBIX KOJUYECTBEHHBIX METOOB [53]. PekoMeH1yeTcs BplIETICHHE HETATUBHBIX
(SBepxHero npenena pedepentHoro uHreppaia — BIIPU); Husko nozutuBHbX (<3 BIIPU) u
BbICOKO MO3UTHBHBIX (>3 BIIPU) ypoBueit IgM P® u ALILIIL. BrisBienne HU3KO MO3UTHUBHBIX
ypoBHe#t [gM P® wmm AIIIT B cBIBOpOTKE KPOBU OIIEHUBAETCS B 2 0aJl1a, BRICOKO IMO3UTHBHBIX
yposHelt IgM P® unu ALLII — B 3 6aina, yBennuenne COD win koHuentpanuu CPb — B 1 6ann
U3 CyMMapHbBIX 6 OayioB, HEOOXOIUMBIX JJIsi TOCTAHOBKM JOCTOBEpHOro juartHoza PA.
Wnentudukarus Boicoko no3uTUBHBIX 3HaueHU AL[L[IT u P® yBennunBaeT n1MarHOCTUYECKYIO
LIEHHOCTb JJAaHHBIX ayToaHTUTeN npu PA.

P® — ayroanturena IgM, IgA u IgG knaccos, pearupytomue ¢ Fe-¢pparmentom IgG.
HaubGonbiiee 3nauenue umeet onpenenenue [gM P®. CtanaapTHBIMU METOaMU UCCIIEIOBaHUS
IgM PO ciyxar peakuust arrjitoTHHAIMKA ceHcuOnnu3upoBaHHbx [gG yacTun naTekca (Jarekc-
TECT) WK SpUTPOLUTOB OapaHa (peakuust Baanep-Po3se), uMMmyHoHederomeTpus, TypOuIumeTpus
nu MDA. B kadecTBe CKPUHMHIOBOIO TECTA MOKET MCIIOJIB30BATHCS IMOJYKOJINYECTBEHHBIN
UMMYyHOXpomatorpaduueckuii skcmpecc-metoq usMepeHus IgM P® B nenbHON KpoBH C
MIOMOILBIO CYXUX TECT-IIOJIOCOK. PEKOMEHYIOTCS KOIMYECTBEHHBIE METOIbI U3MepeHus IgM PO
B MeXIyHapoaHblx enuHunax (ME/mi) B ceIBOpoTke KpoBH (MMMYHOHE(eroMeTpus,
typoumumerpust, UDA). Pesynbratsl BeigBieHus IgM P® nonykoanuecTBEHHBIMH METOAAMU
(J1TaTekc-arryifoTUHALKA), Ja’Ke B BBICOKUX TUTPAX, BCErla JOJKHBI pacCMaTpUBAThCs KaK HU3KO
MOJIOKUTENbHBIE [53].

* TlonoxutenbHble pe3ynbTaThl oOHapyxeHus IgM P® B chIBOPpOTKE KpOBH CIyXKaT
JUarHOCTHYECKUM KputepueM PA [53].

* Ilpu ucnons3zoBanuun odbmenpunston BIIPU (15-20 ME/mn) Y IgM P® cocrasnsier
50-90 %, AC 80-93 %, OIIIP 4,86, OIIOP 0,38. IgM P® — 4yBCTBUTENbHBIA, HO
HEJ0CTAaTOYHO crieU(PUUHBIN Mapkep JUIs AuarHocTuku PA, Tak kak oOHapyXuBaeTcs B
CBIBOpPOTKax mpu Jpyrux P3, XpoHumdyeckux HHQEKUUAX, 3TO0KAYECTBEHHBIX
HOBOOOpPA30BaHMSIX U B MOXKHIOM Bo3pacte [54].

* IgM P® B BbICOKOI KOHIIEHTPALMH SBJISAETCS MTOJIE3HBIM MAPKEPOM JIs1 IPOTHO3UPOBAHHUS
OBICTPO TPOTPECCHUPYIONIETO JECTPYKTUBHOIO TOPAKEHUS CYCTaBOB M CHUCTEMHBIX
nposisnenuit npu PA [9-10, 54].

* Beicoko nonoxurenbHble ypoBHH [IgM P® B CBIBOPOTKE KpOBM A0 Hayajla Tepanuu
ACCOLIMMPYIOTCS C JYYIIUM OTBETOM Ha aHTH-B-KieTouHslif mpenapar putykcumad [16].
AIlb — rereporeHHass Trpynna ayTOAHTUTEN, KOTOPbIE pPACHO3HAIOT AHTHUTECHHBIE

NEeTePMUHAHTBHl (QWIIarpuHa M Jpyrux OENKOB, COJAEpKalllUX AaTUIHYHYI0 aMHHOKHUCIOTY
HUTPYJIMH, 00pa3ylomlylocs B pe3yibTare MNOCTTPAHCISLUMOHHOW MOIAU(UKALUN OCTaTKOB
apruHMHA TOJ IeHCTBHEM (epMeHTa NMenTuaAnIapruauaIenmMunasbl. CemelictBo ALLb Bkimovaer
AIIII, anTuUnepuHykiIeapHbId (AKTOp, AHTUKEPATHHOBBIC AHTUTENA, AHTU(UIIATPUHOBBIC
aHTUTENa, AHTUTENA K HUTPYUTMHIpoBaHHOMY (pubpuHoreny 1 AMIIB. ALIb o61anarot BeICOKO#M
AC mpu PA. ALUIT sBnstoTcs Hambonee CTaHAAPTH30BAHHBIM MapKepoOM JJIsi paHHEH
JTUAarHOCTUKU U OLEHKHU nporHosa PA [9-10, 53-54]. CtangapTHBIMU METOJAaMU OIpPEACIICHUS
AIILIT B ceiBopoTke KpoBu ciyxar MDA ¢ HCHOJb30BaHMEM B KayeCTBE aHTUIECHA
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CUHTETUYECKHUX [UKINYECKUX [IUTPYJUIMHUPOBAHHBIX MENTHI0B BTOPOTO U TPETHETO MOKOJICHUH,
MMEIOLINX BBICOKYIO CBS3BIBAIOIIYI0 AKTHMBHOCTb B OTHOIIEHUHU IIUPOKOTO CHEKTpa aHTHUTEI,
accormuupyromuxcsa ¢ PA (AL u AIILII3), a takke XJIMA Ha OCHOBE MHMKPOYACTHUIl U
AJIEKTPOXEMUIIOMUHECIIEHTHBIN aHanu3. B kauecTBe CKpUHUHIOBOI'O TECTA MOXKET PUMEHATHCS
MOJIYKOJIMYECTBEHHBII IMMYHOXpoMaTorpadguueckuii skcrpecc-meron [9-10, 53-54].

* TlonmoxutensHble pe3ynbraThl oOHapyxenuss ALl B CchIBOPOTKE KpOBH CIyXar
JIMarHocTuueckum kputepueM PA [53].

*  Bricokuii yposenb ALILII B ceiBopoTke kpoBu (=3 BIIPU) siBnseTcs Hanboee nosie3HbM
Ut nuaraoctuku PA [16].

* AIUII — Gonee BbicoKocmenuuuHbld nuarnoctuueckuid mapkep PA (Y 49-91 %;
JC 73-99 %; OIIIIP 12,46—17,3; OIIOP 0,36-0,2), ocoOeHHO Ha paHHEH cTaauK OOJIC3HH
(a4 39-71%; AC 93-99%; OIIIIP 6,04; OIIOP 0,74) no cpaBuenuto ¢ [gM PD [54].

e Omnpenenenne ALLII nmeer BakHOE 3HAYEHUE ISl TUArHOCTHKU CEPOHETaTHUBHOTO IO
IgM P® PA (uwactora obnapyxenuss ALILIIT y IgM P®-otpunarensupix O60onbHBIX PA
cocraimsier 2040 %), nuddepenumanbHoit guarHoctuku PA ¢ gpyrumum
pPEBMAaTHYECKUMU 3200JI€BaHUSIMHU (CEPOTIO3UTUBHOCTH 10 IgM P® B codyeranuu ¢ oueHb
BoicokuMu ypoBHsiMu ALILII mo3Bonser nyume nuddepenmupoBats PA oT apyrux
peBMaTuueckux 3abonesanuii) [9-10, 16, 53—-54].

* CeponosutuBHocts 1o AIIl sBaseTcs NPOrHOCTUYECKUM MapKEpOM TSKEIOro
APO3UBHOTO MOpaXkeHust cyctaBoB mpu PA [9-10, 53-54].

* O6napyxenne AILII B cbIBOpOTKE KPOBH CIYXUT HPEIUKTOpPOM pa3BuTus PA y
310poBBIX Jinil (OoTHomieHue puckoB OP — 159) w y mnanueHToB C paHHUM
HeauddepenurpoBanubM aptputom (OP 25-37,8) [9-10, 53-54].

* Bpricoko mnonoxurensHele ypoBHu ALILII B cbiBOpoTke KpoBH /10 Hayajla Tepanuu
aCCOLIMMPYIOTCS C XOPOIIMM OTBETOM Ha aHTU-B-KieTouHbIl mpemapar pUTyKCHMMad U
omnokarop T-kieTouHoM KOo-cTUMYyI sy abaTanent [16].

OTMeueHo, 4To AJIUTEIbHOE Pa3BUTHE MATOJOrMUYeckoro mpouecca npu PA (B TeueHue
5 ner u 0Ooree) COMPOBOXKAAETCA MOSIBICHUEM NPSIMON KOPPEISIHMOHHON 3aBUCHUMOCTH
BBICOKONO3UTHBHBIX ypoBHell ALLUII w/mmu IgM PO B chBOpOTKax MAIMEHTOB C
BOCTIAJIUTEILHOM aKTUBHOCTBIO U PEHTIC€HOJOTUUYECKUM MpOoTrpeccupoBanueM 3aboneBanus [ 16].

Oo6napyxxenue AMIIB B CBIBOPOTKE KPOBH CITYKHUT JIOTOJTHUTEIBHBIM JUArHOCTHYECKUM
MmapkepoM PA nipu oTpuniatenbHbIX pesynbrarax uccienoBanus IgM PO u AT [9-10, 53-54].
CraHgapTHBIM KOJIMYECTBEHHBIM METOJ0M onpeneneHus AMIIB B cbIBOpOTKE KpPOBH SABIIAETCS
NPA. B  kauecTBe  CKPUHUHIOBOIO  TeCTa  IPUMEHSAETCA  MOJYKOJWYECTBEHHBIN
UMMYHOXPOMAaTOrpauuecKkuii SKCIpecc-MeTo I Ha CyXUX TeCT-I0JO0CKaX B IEIbHONW KPOBH.

*  AMIIB o6manarot 6omaee Beicokor mmm cxomarou JIU, Ho menbmieit JIC mas THarHOCTHKA
PA (4 77 %, AC 89 %, OIIIIP 7,24, OIIOP 0,28) no cpaBaenuto ¢ ALLIT [54].

*  AMIIB sBisitoTCsl MOJE3HBIM MAapKEPOM JUIsl MPOTHO3WPOBAHUS TSKEJIOIO 3PO3UBHOTO
nopakeHus cyctaBoB y 6onbHbIX PA (OP 7,3) [9-10, 54].

* [loBeimenue ypoBHs AMIIB B OoibIneil CTEMEHW acCOIMUPYETCS C KIWHUKO-
1ab0paTOPHBIMU MOKA3aTESIMH BOCTIATUTENbHOM akTUBHOCTH PA, wem ALILIIT [9-10, 54].

HccnenoBanue IgA PO B CBIBOPOTKE KPOBU CITY>KUT ITOJIE3HBIM JOTOJHUTEIBHBIM TECTOM IS

JuarHocTuku PA y nanueHnToB, ceponeratuBHelx no IgM P® u AIIIII [2].

» Tlokazarenu nuarHoctudeckoro 3Hadenus IgA PO na panneii u pazsepHyToii cragusx PA
(Y 71-82 %; AC 83,5 %; OIIIIP 4,3-4,9; OIIOP 0,3-0,2) BeimIe 10 cpaBHeHHIO ¢ [gM
P® (Y 67 %; AC 79 %; OIIIIP 3,2; OIIOP 0,4) u conocraBumsl ¢ TakoBeiMu y AMIB
(14 69-85 %; AC 81 %; OIIIIP 3,6-4,5; OIIOP 0,4-0,2).

* IgA P® uacto oOHapyxkuBaercs npu PA ¢ MOIUMapTHKYJISPHBIM BapUaHTOM Hadaia
3a00JIeBaHNs U BHECYCTABHBIMHU (CHCTEMHBIMH) TPOSIBICHUSIMH.

* Brusnenue IgA P® acconuupyercs ¢ pa3BUTHEM AECTPYKTUBHOTO MOPAKEHHUS CYCTABOB.
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Kparnocts onpenenenust IgM/IgA P®, ALILITI u AMIIB npu PA cocraBisier Ha paHHEH
craguu 1 pa3 B 3 Mec, Ha pa3BepHyTOU ctaauu — 1 pa3 B 3—6 Mec, Ha o3qHeH ctaguu — 1 pa3 B
TO/I.

Baxusim acriektoM 1abopaTtopHoii ntuarnoctuku PA sensercsa uccnenoBanne COD u CPB.

*  COD u CPb cayxat kpurepuem auaraosa PA [53].

*  Omnpenenenue COD wuCMONAB3YyeTCS NPU TOJACYETE BOCHATUTEIBHON AKTUBHOCTH 10

ungaexcy DAS 28, CPb — no unnekcam DAS 28-CPb u SDAI [9-10, 52-53].
* VBenuuenue koHueHtpauuu CPB accoummpyercs ¢ NOBBIILIEHHBIM PUCKOM TSKEJIOTO
JIECTPYKTUBHOI'O MOPAKEHUS CYyCTaBOB Mpu panHeM PA [9-10].
Pexomennyemas kpatHocts onpeaenenuss COO u CPb npu PA cocrasnser 1-2 pasza B Mecan npu
BBICOKOM, 1 pa3 B 3 Mec mpu ymepeHHOH, | pa3 B 3—6 MecC Hpu HU3KOH BOCHAIMTEIBHOMN
AKTUBHOCTH OOJIC3HHU.
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I''TIABA 5. JABOPATOPHAS JUAT'HOCTUKA AHTUD®OCPOJUIINIHOI'O
CUHIAPOMA

ADPC — cucreMHOe ayTOMMMYyHHOE 3a00JIeBaHUE, XapaKTepHu3yrolleecs pa3BUTHEM
PELUIMBUPYIOMUX TPOMOO30B (apTepHaNbHBIX W/WIM BEHO3HBIX) M AKYIIEPCKOW MATOJOTHU
(dame cuHApPOMA TMOTEPH IIJI0/1a), MAaTOITCHETHYECKU CBsA3aHHBIX ¢ cuHTe30M adJI [55]. adJI —
reTeporeHHasi MOMyJISILKs ayTOAHTUTEN, PACIIO3HAIOIIMX aHTUT'€HHBIE 1I€TEPMUHAHTBl AaHUOHHBIX
U HeUTpaibHbIX (OCHOIUNMIOB, U KOMIUIEKCHBIE SIMTONbBI, OOpasyroluecs B Ipolecce
B3auMOJIecTBHS (hochomunuaoB u GHocOTUMHIICBI3BIBAIOIMNUX OCNKOB Mmia3Mbl KpoBu. adJl
ABISOTCS ceposiorndeckuM MapkepoM ADC u (axkropom pucka pa3BUTUS TPOMOOTHUECKUX
OCJIOKHEHUH W aKyIIEpCKOH MaToJIOTWU NpU JAaHHOM 3aboseBaHuu. B umcio mabopaTopHbIX
nuarHoctTudeckux kpurepueB ADPC BXOAAT MOJOKUTEIbHBIE pe3ysIbTaThl OOHapyxkeHust BA,
u/wm aKJI xmaccos IgG/IgM, n/umu aB2-I'Tl I knaccos IgG/IgM [9-10, 56-57]. IgA aKJI u IgA
ap2-I'Tl 1, amturena x apyrum DI um  kodakTtopHpiM Oenkam (dhocharunuincepuny,
dbocharumunmaOzuTONYy, QocharuamdTaHomamMuny,  dochaTuamiaxonuHy, cmecu  DJI,
nporpoMbuny, Oenkam C, S, Z, aHHeKCHMHY V M Jip.) HE BKJIIOYEHBl B KJIACCU(PHUKALMOHHbIE
kputepun ADC, onHako 00CyXk/1aeTcsi BO3SMOXKHOCTh MCHOJIb30BaHUs HEKpuTepuanbHbix adJl B
Ka4yecTBe JIOMOJIHUTENIbHBIX MApKEPOB Ul AMArHOCTHKY cepoHeraTuBHoro no BA, IgG/IgM aKJI
u IgG/IgM af2-ITI I A®C. B psage ciaydaeB oOHapyxeHHEe HeKpuTepuanbHbix adJl
acconuupyercst ¢ npe-ADC (unu BepoaTHIM ADC), KOTOPBIH XapaKTepusyeTrcs HaludueM Y
OOJIBHBIX CETYATOIO JIUBEAO, XOPEH, TPOMOOLUTONEHNUH, MOTEPh IIOAA, MOPAKEHUS KIIallaHOB
cepAlla U MOXKET MPEeALIECTBOBATh Pa3BUTHIO TPOMOOTHUECKUX OCIOKHEHUH [56-57].

B 2023 r. ACR/EULAR pa3paboTanbl HOBbIE Kinaccupukanuonasie kputepun ADC [57],
KOTOpBIE OTJIMYaloTcs oT npenpiaymux (Camnmopo, 2006) [56] B3BeleHHOM OlEHKOH B Oaniax u
BBIJICIIEHUEM 0053aTEIBHOTO KPUTEPHUS BKIFOUCHUSI.

Kpurepuii BKiIto4eHus
* [Ilo kpaiiHeil Mepe OAMH KIMHUYECKUN KpUTEPHUIl (ITOATBEPIKIECHHBIM MEIUIIMHCKUMU
JIOKYMEHTaMHU) ntoc MOJI0KUTENbHBINA pe3yabTaT TecTupoBanus adJl (o6Hapyxenue BA,
win cpegaux (40-79 EJl) nmu6o Beicokux (=80 EJl) yposneit 1gG/IgM aKJI unu IgG/IgM
af32-I'T1 I) B Teuenue 3 neT noce BbIABICHUS KIMHUYECKOTO KPUTEPUSL.
Ecin xputepuil BKIIOYEHHUSI UMEETCS, IPUMEHSIIOTCS JONOJHUTENBHBIE KPUTEPUU C OLICHKOW B
Oayax (B nuama3oHe ot 1 10 7 6aiioB KaxKIblil), KOTOpBIE MOApa3AeisaoTces Ha 8 qomeHoB (D):
* 6 kimuHMYeckux 10MeHOB (D1-D6) (MakpoBacKyssipHbIe BEHO3HbIE TPOMOOIMOOINYECKHE

HapylIeHHs, MAaKpOBACKYJSIpHbIE apTepuajbHble TPOMOO3bl, MHKPOBACKYJISpPHBIE

HapyIICHUs, aKyllepcKas MaToJIOTHs, NOPaKEHUE KJIAIlaHOB CEepLa, FeMaTOJIOTHYeCKHUe

HapyIIeHUs — TPOMOOIIUTONIEHUS );

* 2 nabGopatopsbix gomena (D7-DS).
D7. BoisiBnenue BA B pyHKIIMOHAIBHBIX KOATYJISIIUOHHBIX TECTaX
* TlonoxutensHeiii BA (ogHokpaTHbIit) (1 6amn).
* Tlonoxutensubiii BA (mepcuctupyrouuii, ¢ oOHapy)XeHHEM B JBYX U Oojiee
MCCJICIOBAHMSIX C MHTEpBajIoM He MeHee 12 Hen) (5 6amoB).
DS8. Ilepcuctupyromiee BoisiBienue [gG/IgM aKJI w/mnum 1gG/IgM aB2-TI'TI I meronom UDA
B IBYX U 00Jiee UCCIEeJOBAHUSAX C MHTEPBAIIOM HE MeHee 12 Hex
*  VYwmepenno (40—-79 EJl) unu Beicoko no3utusHbIe (>80 EJ1) ypoBuu IgM aKJI /i
IgM aB2-T'TI I (1 6amn).
*  VYwmepenno nosutusHble (40-79 E/l) ypouu IgG aKJI n/umm 1gG ap2-T'TI I
(4 6amna).
* Bricoko nozutuHbie (>80 E/l) ypoBuu IgG aKJI unu IgG ap2-T'TI I (5 6ainos).
* Bricoko noszutusnsie (>80 E/T) yposuu IgG aKJI u IgG aB2-I'TI I (7 6amioB).
B pamMkax Kax[oro I0MeHa yYMTHIBA€TCS KPUTEPUH ¢ HauOOIBIIMM KOJIMYECTBOM OallioB; AJs
noctaHoBku auarHo3a ADPC HeoOxoammo HAOpaTh He MeHee 3 0aJIOB M3 KIMHUYECKHX W HE
MeHee 3 0aymIoB U3 1ab0paTOPHBIX TOMEHOB.
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N3 HoBBIX KiaccubukarmoHHbix kputepreB AOC ACR/EULAR — 2023 cnemyer, 4to
HaunOospIIee 3HaUYCHHUE JUIst J1abopaTtopHoil auarHocTuku ADPC M mPOTHO3UPOBAHUS BBICOKOTO
pHCcKa pa3BUTUS TPOMOOTHUYECKHMX OCJIOXXHEHUI HMeeT IMOBTOpHOEe OOHapyxeHue BA u
BbICOKONO3UTHBHBIX ypoBHeW IgG aKJI w/mmm IgG aB2-I'Tl I, HauMeHnblnee — OJHOKpaTHAS
uneHTudukanus BA u moBTOpHOE BHISBIEHNE YMEPEHHO/BBICOKOMTO3UTUBHBIX ypoBHeH IgM aKJI
u/wmm IgM aB2-T'T1 I B kpoBu.

BA nomken onpenensaTses B I1a3Me B IBYX WM 00Jiee UCCIIEOBAHUSAX C MHTEPBAJIOM HE
meHee 12 Hen B ¢ochonmnua-3aBUCUMBIX KOATYJISIMOHHBIX TECTaX CTaHIAPTHBIM METOJIOM,
BKJIIOYAIOIUM HECKOJIBKO 3TaIlOB:

a) yanuHeHue (HocoNIMMUI-3aBUCUMOTO  CBEPTHIBAHUS KPOBHU IPH  HCIOJIB30BaHHUU
CKPUHHMHIOBBIX KOAryJLIMOHHBIX TECTOB (aKTMBHMPOBAHHOE YAaCTUYHOE TPOMOOIIACTHHOBOE
Bpems — AUTB, Tect ¢ ssqom raaroku Paccena);

0) OTCYTCTBME HOpMalIM3allUd BPEMEHM CBEPTHIBAHUS IO JaHHBIM CKPUHHHIOBBIX TE€CTOB IpPHU
CMEIINBAHUU C HOPMAJIbHOH, JIMIIIEHHON TPOMOOIIMTOB ILJ1a3MOi;

B) HOpPMajJM3alMs YAJIMHEHHOTO BPEMEHM CBEPThIBAHMS KpPOBHM IpH J00aBICHUU H30BITKA
dbochomunuIos;

I') UCKJIIOYEHHE JPYrux KoaryjonaThil (Haiuuus B KpoBU HHruburopos Qaxropa VIII nim
renapuHa).

HccnenoBanne BA crnenyer BBINOMHATH W HMHTEPIPETUPOBATH HAa OCHOBE PEKOMEHAALUH
Mexaynapoanoro obmecta TpoM6030B u remoctasa (International Society of Thrombosis and
Haemostasis — ISTH) [57, 58]. dnst noaTBepxkaeHus NpUCyTCTBUs BA HeoOxonmuMa TpexaTanHas
npoueaypa (CKpMHUHT — UCCIIEI0BaHUE CMEIINBAHMSI — IIOJITBEPKIEHUE) C UCIIOJIB30BaHUEM JIBYX
CKPUHHMHIOBBIX TECT-CUCTEM (BPEMEHM CBEpPTBHIBAHUS IJIa3Mbl C PA3BEIEHHBIM SJIOM TaIOKU
Paccena — dRVVT u uyBcrBurensHoro AUYTB ¢ qroKcHIOM KpeMHUS U HU3KAM COJAEpKaHUEM
dochonunuioB B KayecTBe akTUBaTopa). BA cunTaercs mosoXKuTeNbHbIM, €CIIN XOTs OBl OZHA U3
JBYX TECT-CHUCTEM JaeT IOJIOKHUTEIbHBIM pe3yibTaT MOCJEe BCEX TpeX JTamoB. Pe3ynbTaTsl
TecTUpOoBaHusA BA cienyer MHTEpIPETUPOBATh C OCTOPOKHOCTBIO, IOCKOJIBKY BO BpEMS IIpHEMa
AQHTHKOAryJsiHTOB (aHTaroHUCTHI BUTaMuHa K, renapus, nepopaiabHble aHTUKOATYJISIHTBI IPSIMOTO
JeicTBus, HempsAMoW HMHrHOMTOp (akTopa Xa) MOTYT BO3HUKATh JIOKHOIOJOXKHUTEJIbHBIE U
OTpULIATENIbHBIE PE3YJIbTATHI.

IgG/IgM aKJI nomxHbI onpenensiThes B CbIBOPOTKE B cpennux (40—79 EJI) umm BeICOKMX
(>80 E]l) xoHlEeHTpaIMsX, B IBYX W OoJiee MCCIIENOBAaHUIX C MHTEPBAIOM He MeHee 12 Hex ¢
nomoripio ctanaaptaoro MDA, no3sossiromiero BoisiBIATh B2 — [T [-3aBucumeie aKJI [57].

IgG/IgM aP2-TTI 1 nomxHbl onpenensaThcs B CbIBOpOoTKE B cpennHux (40-79 EJl) wnn
BbIcOKUX (>80 EJI) KoHLEeHTpanusax B ABYX M 0ojee MCCIEJOBAHUSAX C MHTEPBAIOM HE MEHee
12 nen ¢ momoristo crangaptaoro MDA [57].
st oonapyxenus 1gG/I1gM aKJI u IgG/IgM af2-I'TI I B cbIBOpOTKE KPOBH CIIEAYET HUCIIOJIb30BATh
TOJIBKO cTaHjaapTHble MeToasl M®DA; He pexkomMeHAyeTcs NPUMEHSATh IOPYrHe TEXHOJIOTUU
TBepaodasHoro ummynHoro ananusa (Mb, HoBele aBTOMaTH3npoBannbie MeTo 1l XJIMA 1 MUA)
U3-3a KpailHe HHU3KOM CTENEHU COIJIACOBAHHOCTH yMEPEHHO/BBICOKOTIO3UTUBHBIX PE3YIbTaTOB
TecTupoBaHus [57].

IgG aKJI (A4 45-68 %; AC 71-75 %; IIIIK 0,763) u IgM aKJl (A4 35-69 %;
JC 72-81 %; IIIIK 0,704) uMeroT yMEpeHHYIO YyBCTBUTEIBHOCTh, HO HU3KYIO CIIEHU(UIHOCTD
st muaroctuka AD@C. BA (Y 29-59 %; AC 81-86 %; IIIIK 0,750-0,930) u 1gG/IgM a2 —
[T T (A4 23-60 %; AC 83-97 %; IIIIK 0,821) sBusroTcst 6onee crennUIHBIMUA, HO MEHEe
YYBCTBUTEIbHBIMU JuarHoctuueckuMu mapkepamu ADC no cpaBHenuto ¢ 1gG/IgM aKJI [9-10].

JU1st IpOTHO3UPOBAHUS PUCKA Pa3BUTHS TPOMOOTHUYECKHX OCIOKHEHUI Hanboee BaKHOE
3HaueHue numeet tectupoBanue BA (AU 59-65 %; JAC 82-87 %; OP 3,04-7,62), 1gG aKJI (4
53-77 %; AC 7285 %; IIIIK 0,660-0,729; OP 2,49-6,42) u IgG a2 — I'T1 I (A4 24-58 %; J1C
80-95 %; IIIIK 0,620-0,779; OP 2,4-9,8) [9-10].

Haunbonee mone3HbIMH NPOTHOCTHUECKUMH MapKepaMH pPUCKA DPa3BUTHS aKYIIEPCKOMH
narosioruu sBisoTess BA (1Y 55-58 %; AC 88 %; OP 3,0-8,7), IgG aKJI (A4 50-86 %; AC
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64—-89 %; I1I1K 0,700; OP 5,06—19,0) u IgG aP2 —I'TI I (A4 50-75 %; AC 8489 %; I1I1K 0,720;
OP 7,0-27,0) [9-10].

Pexomennyemas kpatHocth ompenenenus BA, IgG/IgM aKJI, IgG/IgM aB2 — I'TII mpu
A®C cocrasinser 1 pa3 B 3—6 mec [9-10].
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I'TABA 6. JABOPATOPHASA IUAT'THOCTUKA CUCTEMHBIX BACKYJIUTOB,
ACCOIIMUPOBAHHBIX C AHTUHEUTPO®WJIbHBIMHU
HUTONVIASMATUYECKUMHU AHTUTEJIAMU

AHIIA-CB — HEKpOTM3MpYIOIIME BAaCKYJUTbl € OTCYTCTBHEM (WM HEOOJIBbIINM
KOJIMYECTBOM) UMMYHHBIX JIE[IO3UTOB, C MPEUMYIIECTBEHHBIM MOPAKEHUEM COCYAOB MEJIKOTO
KanuOpa: KanmuuisipoB, BEHYJ, apTepuoi U MEJIKHX apTepuid, MAaTOreHETHUYECKH CBS3aHHBIC C
AHIIA co ciennduanoctbio k [TP-3 wim MITO [59, 60].

Ho3zonoruueckue popmer AHIIA-CB:

* rtpanyinemaro3s ¢ noiauanruuToM (I'TIA, rpanynemaro3 Berenepa);

*  MuKpockonuyeckuit moauanruut (MITA);

*  sosunodmisHb I'TIA (OTTIA) (Uepmxa—Crpocc).

AHIIA —rereporeHHast HOMYJSAIMS ayTOAHTUTEN, PEarupyoIuX ¢ epMEHTaAMHU [IUTOIIIA3Mbl
HerTpodminoB. B 3aBucumoctu ot Tuma cBeueHus B HPU® Ha (uUKCHpPOBaHHBIX ATaHOJIOM
HEUTpoMIax YeJoBeKa pa3audaroT JBe OCHOBHBIX pasHoBuaHOCTH AHIIA — mTAHIIA n nAHLIA
[9-10, 60]. CornacHo MexIyHapOJHBIM peKOMEHIauusIMu 1999 r., nepBUYHBIM CKPUHUHTOBBIM
tectom aist uccnepoBanust AHIIA ssnsuitace HPU® Ha pukcupoBaHHBIX STaHOJIOM HEUTpOohUIIax,
a INpU MOJOXUTENIbHbIX pe3ynbrarax onpeaenenus UAHIIA um nAHIA wmeronom HPU®D
CJIEIOBAJIO TMPOBOAMUTH MOATBEPKIaIOIIee HccienoBanue ceiBopoTok Ha allP-3 m aMIIO ¢
nomonipto MDA [9-10, 61]. nAHLA npossustorcs aud@y3HbBIM HUTOILIA3MATUYECKUM
TPaHyJIIpHbIM THUIIOM CBEYEHHUs C OOJbllleld HMHTEHCHUBHOCTBbIO IO HAIpPABIECHUIO K SPY
HelTpoduios, yeM k nepudepun, pearupytor ¢ [1P-3 u sBnst0TCS TUarHOCTUYECKUM MapKepoOM
I'TIA [9-10, 60—61]. nAHIIA xapakTepu3yrTcsi TOMOI'€HHBIM CBEUEHHUEM LUTOIUIA3Mbl I10
nepudepun aapa Heirpodunos, pearupyroT ¢ MIIO u cimyxar IUarHOCTUYECKHUM MapKepoM
MIIA, OITIA, ObICTPO NPOrPECCHPYIOUWIETO TIIOMEPYIOHEPpUTAa W  HIUONATHYECKOTO
aJbBEOJISIPHOrO remopparudeckoro cuaapoma [9-10, 60-61]. IlepunykneapHblii TUII CBEYEHUS
paclieHuBaeTcs Kak apTedakT, CBA3aHHbIN ¢ (puKcanyeid HeUTPOPHIOB ITAHOJIOM, IPUBOASILIEN K
nepepacupeieNeHHIo MOJ0XKHUTEIbHO 3apspkeHHbIX OenkoB (MIIO) Bokpyr oTpunareiabHO
3apskeHHOW MeMOpansbl siapa. Ha gukcupoBanubix popmanunom Heltpodunax nAHIIA naror
LUTOIIJIa3MaTU4YECKOe  rpaHyisipHoe  cBedeHue [9-10, 60-61]. CormacHo  HOBOMY
MexayHapoaHoMy KoHceHcycy 2017 r., mpu AHIIA-CB B kadecTBe MNEpBHUYHBIX TECTOB
pexkoMeHayercs ucnoab3oBars omnpeaeneHue allP-3 n aMIIO ¢ moMompo COBPEMEHHBIX
BBICOKOYYBCTBUTEJIBHBIX U CHELMPUUHBIX METOJIOB TBEPI0Pa3HOro UMMYHHOT0 aHaiu3a (MDA,
OUA, UBb, XJIUA, MUA), a or HPUD oTKa3aThCst WU NMPUMEHATH KaK MOITBEPIKIAIOIINMA TECT
[62]. B MHOTOLIEHTPOBBIX MCCIIEIOBAHUAX OBLIO MOKA3aHO, YTO KIMHUYECKas HHPOPMATUBHOCTh
allP-3 u aMIIO npu I'TTA u MIIA npessimaer TakoByto y TAHIIA u nAHIIA. UccnenoBanue
AHIIA meronom HPU® B Hacrositiee BpeMs peKOMEHAYETCA Ml TUATHOCTUKHA ayTOMMMYHHBIX
3a00JIeBaHU TE€YEHU U BOCMAJIUTENbHBIX 3a00JIeBaHUN KUIIEYHUKA, MPU KOTOPBIX BBISBISIOT
npeuMyliecTBeHHO aTunnyHble nepunykineapusie AHLIA (aAHLIA), unentupunupyemsie HPY®
Ha HelTpoduiax, GUKCUPOBAHHBIX 3TAHOJIOM, B BUJI€ IMHEHHOTO CBEUEHUS 10 nepudepu sapa
Wi JUQPy3HOro HEOJAHOPOIHOTO CBEUCHHUS MEPUHYKICAPHOW LUTOIUIa3Mbl HEUTPO(DUIOB MK
roMoreHHoro aud@ysnoro muronigazmatuuyeckoro csedueHus. B HPU® na HelTpodunax,
¢dukcupoBanHbIX GopmanuHoM, aAHLIA xapakTepusyloTcsi MepUHYKJIEapHbBIM CBEYEHHUEM WITU
OTCYTCTBHEM CBeueHHUs. TapreTHbIMH aHTUTeHaMu J7ist aTunmnaHbix TAHLIA cinyxat pa3iaudnabie
sanepHbie (TucToHOBBIM Oenok HI1, HerucroHoBwle Oenku xpomatnHa HMG-1 u HMG-2) u
nuTorutazMatudeckue (karerncun G, smacrasa, JIM30IUM, -TIIFOKypoHHua3a, Jaktodeppun, BPI,
0-dHOJIA3a, Katanasza) 6enku Herpodumos [60].

B 2022 r. ACR/EULAR pa3paboranbl HOBbIEe Kiaccudukanmonnbsie kputepun AHIIA-CB
[63-65].

» JlaGoparopusie kiaccudukanuonnsle Kputepuu [TIA BKIIOYAIOT TOJOXKHUTEIBHBIC

pe3ynbrathl onpenencaus TAHIIA wnm al1P-3 (5 6amnoB u3 >5 6ainoB, HEOOXOAUMBIX
s knaccudukanun 3adoneBanust kak ['TIA), orcyrctBue mAHIIA wmm aMIIO, a
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Taioke 203uHOGUIME >1,0 x10° 1 (HanmMume KOTOPHIX y GONBHOTO OIEHMBAETCS B
MuHYC 1 1 MuHyc 4 6ayuia COOTBeTCTBEHHO) [63].

« Jlaboparopuble kiaccudukanuoHHble Kputepud MIIA BKIIOYAIOT MOJOKUTEIbHBIE
pesynbrathl omnpeaencHus NAHIA wm aMIIO (6 OamwioB w3 >5 0Oamwios,
HEOOXOAMMBIX I Kiaccudukamuu 3aboneBanus kak MIIA); orcyrctBue mAHIIA
wiu allP-3 u s03un0dmmi; >1,0 x 10° 1 (HanMYMe KOTOPBIX y GOIBHOTO OIEHHUBACTCS
B MUHYC | 1 MuHYC 4 Oajia COOTBETCTBEHHO) [64].

» JlaGoparopubie kinaccuuxanuonabie kputepuu OITIA BKIIOYAIOT 303MHOQUINIO
>1,0x10° 1 (5 6amtoB U3 >6 6aIoB, HEOOXOIUMBIX JIJIs KJTaCCU(PUKAIIMK 3a00JICBaHMS
kak s03uHO(pmiIbHOrO I'TIA); orcyrctBue HAHIIA unu allP-3 (Hanuume KOTOPBIX y
00JILHOTO OIIEHUBAETCS B MUHYC 3 Oaiia) [65].

Knunnueckoe 3nauenne AHLIA

* Oo0napyxenne nAHI[A/allP-3 sBisercs BBICOKOCTECIU(PUIHBIM JTUATHOCTHYECKUM
mapkepom I'TIA (Y 63-91 %, IC 95-99 %) [9-10, 60, 63].

*  Briasnenue nAHIIA/aMIIO cinyxut nonesHsiM quarnoctuaeckum mapkepom MITA (A4
50-75 %, AC 80-98 %) u DI'TIA [9-10, 60, 64—65].

« JI4 AHIIA Bapwupyet ot 34 10 92 % B 3aBUCUMOCTH OT aKTUBHOCTH, (POpPMBI, CTauu
3a00JI€eBaHUs, PaCIPOCTPAHEHHOCTH NATOJIOTMYECKOI0 Mpoliecca U IPOBOAUMON Tepanuu
[9-10, 60].

Pexomenyemas kparaocts onpenenerust AHL{A/allP-3 u nAHIIA/aMIIO cocrasnser 1 pa3

B 3—6 mec [9-10, 60].
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SAKVIIOYEHHUE

CoriacHO COBPEMEHHBIM KIIMHUYECKUM PEKOMEHJIAlUSIM U CTaHJIapTaM, [EHTPaTbHOE MECTO
B JaboparopHoii nuarHoctuke CAP3 3aHMMalOT MMMYHOJOTHYECKHE TECTHI, CBS3aHHBIE C
oOHapyXeHHEeM OpraHoHecTenu(PUUEeCKUX ayTOAHTUTET B CBHIBOPOTKE KpoBU. (OCHOBHBIMU
JTUArHOCTHYECKUMHU JlabopatopHbiMu Mapkepamu CAP3 gBisoTCS aHTHHYKIIEapHbIE aHTUTENA,
peBMATOUIHBINA (haKTOp, aHTHTENA K MHUTPYUIMHUPOBAHHBIM OenmkaM, aHTu(ochoUuIHbIe
aHTHUTeNla U aHTUHEUTpo(UIbHBIE LUTOIIA3MAaTHYeCKUE aHTuTena. Hapsay ¢ ayroanTutenamu,
HauOozee nosiesHbIMu Mapkepamu CAP3 ciyxat mapkeps! BocniageHust COD u C-peakTUBHBIN
0eIoK, MO3BOJIAIOIINE OIICHUTh aKTUBHOCTb, MPOTHO3 00s1€3HU U 3(P(HEKTUBHOCTH POBOAUMOI
tepanuu. OJIHAKO B pealbHOM KIMHUYECKOM TMPAKTHKE T[OKa3aTelan JUAarHOCTUYECKOU
YYBCTBUTEIBHOCTU U clieuu(UYHOCTH J1a00paTOPHBIX OMOMApKEPOB MOTYT OTJIHYATHCS OT
TAaKOBBIX TPH HCCIICIOBAHUH CIICIUATBHO OTOOPAHHBIX TPYII MAIMEHTOB M 3J0POBBIX JIHII.
B cBi3u ¢ TemM uTo OOJBIIMHCTBO HMMYHOJOTHYECKHX JIAOOPATOPHBIX TECTOB HMeEET
HEJOCTATOYHYI0 CHEIU(UYHOCTh, HAa3HAYECHUE M OlIEHKa pe3yJbTaTOB JIabOpaTOPHBIX
MCCJIE0BAHUH J0KHA IPOBOJUTHCS B CTPOTOM COOTBETCTBUU € MPEANIOIAraéMbIM IHATHO30M U
JIAHHBIMU TIIATEILHOTO KIIMHUYECKOTO 00CIe10BaHMs OO0IbHBIX.
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