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1. Metogonorus
MeTopbl, HCIIO/Tb30BaHHBIE [I/Is cO0pa/ce/1eKIMH /[0Ka3aTe/IbCTB:
TIOWCK B 37IeKTPOHHBIX 0a3ax JaHHBIX
OnucaHue MeTO/I0B, HCII0/Ib30BAaHHBIX /I/Is1 CO0pa/ce/IeKIUHU A0Ka3aTe/IbCTB:
Jl0KasaTebHOM 0a30M /11 peKoMeHJalUi sBJSIOTCS  CUCTeMaTh4yeckre 0030phl B TOC/IeHeH
noctyrHo Bepcuu TheCochraneLibrary, 6a3er ganabix Medline, PubMed (cucremaruueckue
0030pbl  (MeTa-aHa/MM3bl), PaHJOMHU3MPOBaHHbIE K/IMHUYECKHe WCIBITAHUS, KOTOPTHBIE
WCC/IeZIOBaHUSI WM MCC/IeIOBAaHUSI C/Ty4ali-KOHTPOJIb, CTaTbu 0030pHOTrO Xapakrtepa. [myOuHa
rioucka 10 jet.
MeTto/bl1, HCII0/Ib30BaHHbIE /I/IA OLeHKH KauecTBa M CHJIbI J0Ka3aTe/IbCTB

. KoHceHcyc 3kcrniepToB
. O1jeHKa 3HaYMMOCTH B COOTBETCTBUH C PEUTUHIOBOU CXeMOu

Tabuna 1

YpoBHHM /J0Ka3aTe/TbHOCTH, NPUHATHIE MPU Pa3padoTKe AaHHBIX PeKOMeHAALHI

A | ¢ BBICOKOKAUECTBEHHBIH MeTa-aHa/Iu3, cucteMaThuueckuii 063op PKU wnu kpynHoe PKU
C OueHb HH3KOW BEPOSITHOCTBIO CHCTEMATHUeCKOW OIIMOKU, pe3yabTaTbl KOTOPOTO MOTYT

OBITH pacrpocTpaHeHbl HA COOTBETCTBYIOIIYIO POCCHICKYHO TOMYJISLHIO.

B | ¢ BroicokOKauecTBeHHBIH (++) 0030p WIM CHUCTEMaTHUeCKHUi 0030p KOTOPTHBIX
WCC/Ie[JOBaHUM WU UCCTIeJOBAaHUM CTy4aii-KOHTPOJIb WU

® BLICOKOKaueCTBeHHOe (++) KOrOpTHOe WCCAeJoBaHUe WM WCCe[oBaHUe Ciydan
KOHTDOJIb C OUeHb HU3KUM YPOBHEM CHUCTeMaTH4eCKOU OIMOKY UK

e PKU c HeBbICOKMM (+) PUCKOM CHUCTEMATUUECKOU OIMOKH, pe3y/IbTaThl KOTOPOTO MOTYT

OBITH pacrpoCcTpaHeHbl HA COOTBETCTBYIOIIYI0 POCCHICKYHO TOMYJISLHIO.

C | e KoroprHoe MCCe[OBaHHe WK UCCIeOBaHWE CIydyail KOHTPO/Ib WK KOHTPOJIMPyeMoe
ucciefoBaHye 6e3 paHZOMH3alMM C HEBBICOKMM yYPOBHEM CHCTeMaTHuecKoM ommbku (+),
pe3y/nbTaThl KOTOPOr0 MOTYT OBITh pacrpoCTpaHeHbl Ha COOTBETCTBYIOLYIO POCCHUHCKYIO
TIOMYJISILIVIO WU

e PKWM c oyeHb HM3KMUM WA HEBLICOKUM (+) PHCKOM CHCTeMaTHueCKoW OIIMOKHY,
pe3ysabTaTbl KOTOPOTO He MOTYT OBbITb HEroCpe[CTBEHHO paclpoCTpaHeHbl Ha

COOTBETCTBYHOLIYI0 POCCUMCKYIO MONY/ISILIMIO.

D | e omucaHue cepuu CIyyaeB WK

® HEeKOHTpOJMpyeMoe UCC/ieJoBaHre UTH

® MHEeHHe 3KCIIepTOB

Knuanueckasi HH(pOPMaTHBHOCTH J1a00pPaTOPHBIX HCC/IeJ0BAHUH




Kmuanueckass WHOPMaTUBHOCTH 71a00paTOPHBIX WCC/IEIOBAHUN OMpeesITCs TyTeM pacdeTa
OTepaljMoOHHBIX XapaKTepUCTUK TecTa (MarHOCTUYeCKOW UyBCTBUTEILHOCTH U CHIELIU(PUUHOCTU
— 4 u AC, npeacka3aTe/ibHOM 1I€EHHOCTU TOJOXKUTENbHBIX U OTPULIATe/TbHBIX Pe3y/bTaToB,
OTHOIIIeHHSsI TIPaBAOTIOA00US TTOJIOKUTEeTbHBIX U OTpULIaTeTbHbIX pe3ysbratoB - OIIIIP u OITOP)
U C IIOMOLLBIO ROC-ananu3a. Haubonee rmose3HbIMUA [jisi JUArHOCTUKKA P3  sBASIOTCS
naboparopubie TecTsl ¢ OIIIP>5 u OIIOP<0,2; none3nsiMu — ¢ OTITIP>2 u <5, OTIOP>0,2 u
<0,5; He uMeroLMMHU N0J1b3kI - ¢ OITIP<2 u OITOP>0,5.

NuaukaTopkl fo0poKauecTBeHHOH NpakTHKH (GoodPracticePoints—GPPs)

PekomeHiyemast 0OpOKaueCcTBeHHasi MpakKTHKa 0a3upyeTcs Ha KIMHUUECKOM OITbITE UJI€HOB
paboueii rpymIibl Mo pa3paboTKe peKOMeH jal|i

JKOHOMUYECKHUI aHa/IN3

OKOHOMUYeCKHI aHa/li3 He TPOBOAWICT U TMyOnuMkaguu 10 ¢dapMakKodKOHOMHKe He
aHa/IM3UPOBAJICh

Metop Banuau3anu peKoOMeHAaIui:

L4 BremHssa SKCIIepTHas OLI€EHKa

. BHyTpeHHss 3KCriepTHas OLleHKa

2. OnpepeneHye peBMaTHUECKHUX 3a00/1eBaHUH
[To coBpemeHHOU Kiaccuukaluu peBMmaThueckue 3aboneBanusi (P3) oTHocsTCS K
KOHTUHYYMy WMMYHOBOCTIA/IUTe/IbHBIX 00sie3Hel uesioBeKa, B TaTtoreHe3e KOTOPBIX K/THOUYEBYIO
po/ib  WrpalT  ayTOMMMYHHTET UM  ayTOBOCIMajieHWe, CBs3aHHble C  TeHeTUYeCKu
JleTepPMUHUPOBaHHBIMUA U UH/yLIUPOBaHHbIMU (haKTOpaMu BHeLlHel cpefibl (MHGeKLIH, KypeHue

v 7p.) AedeKTamMu aKTUBAL[MY TIPHOOPETeHHOTO ¥ BPOXKJEHHOTO UIMMYHHOTO OTBETA.

3. O01Me peKoMeHAALIUH

1. OcHoBHas 11e/b J1abopaTOpHOM AMArHOCTUKKM P3 — monyueHre 00BeKTHBHOM WH(MOPMAIMKU O
Ha/IMUYMM M XapaKTepe WMMYHOIATOJIOTUYeCKUX W3MeHeHWM y o00c/ieayeMoro marjyieHTa, 4To
SIB/ISIETCSL Ba)KHbIM MHCTPYMEHTOM [/l paHHel [UarHOCTHKH, OLeHKM aKTUBHOCTH, TSDKeCTH
TeueHUsl, IPOTrHO3a 60/1e3HU U 3PPeKTUBHOCTH TTPOBOAUMON Tepanuu (A)*.

3. BaxkHOM 3ajjauelt cTaHgapTH3aldy 1ab0opaToOpHOI AMarHOCTUKKM P3 siB/sieTcst comocTaB/ieHue
M TapMOHH3alMs HMMYHOJOTMUECKMX TeCTOB C MeXJyHapOoAHbIMA U HALMOHA/JIbHBIMU
pedepeHTHBIMU MarepuanaMH (aTTeCTOBaHHBIMK CTaHJApTHBIMUA 00pa3ljaMu) U MeToJaMu
ucciefloBaHul, 0a3aMu [aHHBIX O pedepeHTHBIX Tpejieniax aHaIu3upyeMbix OHOMapKepoB,

aJrOpUTMaMHU OLIeHKM MOMy4YeHHbIX pe3y/bTaToB (A).



4. llenTpanbHoe MecTo B /labopaTopHOM AuvarHoCTHKe P3 3aHMMAOT CeposiorHuecKue TeCThl,
CBs3aHHble C OOHapy)KeHHMeM [LMPKyIupyromuxX —aytoaHturen (A). Kommenmapuil.
IonosxcumenbHble pe3ynbmambl onpedeneHus dymoaHmumesn 6Xo0sim 8 Uuc/10 Oua2HOCMuUYecKux
Kpumepueg cucmemHblx P3; ucnonb3ylomcsi 048 OYeHKU aKMueHOCMU U NpPO2HO3Ad 3Mmux
3abo0ne8aHull; uepalom BadxcHyl poab 8 odudaeHocmuke P3 Ha pauHeli cmaduu; nosgoisiom
udeHmuguyuposamp ~ omoenbHble  KAUHUKO-1abopamopHble — cybmunbl  P3;  cayxcam
npeoukmopamu paseumus aymoumMmyHHbIX P3 'y 6eccumnmomHbIX nayueHmos.

5. Ilpu ayroummyHHBIX P3 TectupoBaHue ayTOaHTWTes IMPOBOAMUTCS, B IIepBYIO Odepenb, C
Lle/IbI0 TIOATBEPXKJEHUSI AMarHo3a y IalyeHTOB C HeJOCTaTOYHbIM YMC/IOM K/IMHUYeCKUX
niposiBiieHnit. OOHapy)keHWe ayTOaHTUTel TP OTCYTCTBUM K/IMHUUECKUX TIPU3HAKOB He
SIB/ISIETCSL  IOCTaTOYHbIM [i/Isi  TIOCTAHOBKM JIMarHosa ayTOMMMYHHOro 3abosieBaHust (A).
Kommenmapuii. OmmeueHo HapacmaHue 4acmombl 8bisi8NeHUs AyMOaHmumen y Auy NO#CU1020
U cmapueckoz2o 6o3pacmda, HA (poHe npuema /eKapCmMeeHHbIX Npenapamos, npu BUPYCHbIX U

bakmepuanbHbIX UHpEKYUsIX, 310KauecCmeeHHbIX HOB00OPA308aHUSIX, ¥ 300POBbIX POOCMBEHHUKO8
00/MbHBIX AYMOUMMYHHbIMU 3a00/1€8aHUSMU.

6. [Ipu orjeHKe KIMHUYECKOTO 3HayeHHWsl ayTOAHTUTe/] HeoOXOAVMO YUHMTHIBaTb CTOWKOCTh U
BbIpaXXeHHOCTh WX runeprnpoaykiuu (D). Kommenmaputl. IIpu uHpekyusx Habmodaemcs
yMepeHHOe mpaH3umopHoe 0bpazoeaHue aymoaHmumes, d Npu dymouMMYyHHbIX 3a00/1e8aHUsX -
CMoOlIKasi 8bIPadceHHas 2unepnpooyKyusl.

7. AyToaHTuTesa, CIeLu(UuUHble TOMbKO /s ofHoro P3, BCTpeuarOTCs OueHb PpefKo.
AytorMMyHHBle P3 XapakTepusyrOTCs OJHOMOMEHTHBIM TIPHUCYTCTBHEM HECKOJIBKUX THIIOB
ayTOAHTUTeJ B OJHOW CbIBOPDOTKE, TaK Ha3blBaeMbIM MPO(HUIEM ayTOaHTUTE/I, OLleHKa KOTOPOTro
CYLL[eCTBEHHO YBelWYMBaeT AMarHOCTUYeCKYIO LeHHOCThb OITpefiesieHus [JaHHBIX OuMomapkepoB
(B). Kommenmapuii. Pazpabomatnbl cmaHoapmHble npoguiu aymoaHmumen 045 OUA2HOCMUKU

cucmemHbix P3 (maba. 2).

*-ypogeHb 00KazamenbHOCMU

Tabnura 2
CranpapTHble TPOGUIN ayTOAHTUTEN JJisl JUaTHOCTUKY CUCTeMHbIX P3



3aboneBaHue [podusib

CKB AnTrHykneapueli  ¢akrop (AH®), an/HK, aSm,
aRo/SS-A, al.a/SS-B, aPHII, anTuTena K KapguOJUITUHY
—aKJl, aClq

PA IgM/IgA  P®, aHTuUTeNna K LUTPY/UVIMHUPOBAaHHBIM
Genkam —  ALIIIL, AMIIB, AKA, All®,
aHTU(UIarpyHOBLIE aHTUTeNMa, aHTUTena K Ra 33, BiP
(P-68)

AHTHdOChHOMUNUIHBINA CUHAPOM IgG/IgM aKJl, IgG/IgM aHTuTena k Bo-
mmkoriporenHy I —  af-I'TII,  Bo/muaHOUHBIN
AHTUKOAry/siHT — BA)

CC[ aScl-70,  aHTulleHTpoMepHble  aHTuTesa  (ALIA),
AHTUHYKJIeO/ISIpHbIe aHTUTesna (aTh/To, aPHK-
nommmMepasze III, aPM-Scl, aUl PHII, aHTHUTe/Na K
¢ubpunapuny - aU3 PHIT )

mM/aM AnTuTena Kk amuHoauwicunterasam TPHK - Jo-1, PL-7,
PL-12, EJ, OJ, KS; aututena kK SRP, Mi-2, PM-Scl, KJ)

CucTteMHbIe BaCKY/IUTBI oAHIIA, nAHIA, aHTtuTena K mnpoTeuMHase 3 U
MUeJ/IONepoKcrase

AyTOVMMMYHHBIE renaTuThbl AH®, anTuTena K miagkoii Myckymarype (SMA),
MHUKpOCOMaM IteyeHM U mnovek | tuma — LKMI,
LIUTOI/Ia3MaTUYeCKOMYy aHTWUTeHy TeueHu LC-1,
pacTBOPMMOMY  aHTWUTeHYy  I1e4eHH/TIOfKenyL0uHoN
»xene3bl SLA/LP, mutoxongpusm — AMA-M2

BocnanutenbHele 3aboneBanus kuiieunvka (Bonesnb | IgG/IgA  antutena k Saccharomyces Cerevisiae —
KpoHa, Hecnielndryeckuii s13BeHHbIN KOJTUT) ASCA, nAHIIA, arunnunsle AHITA

8. Hecnemuduueckue HapylleHUss HWMMYHUTeTa (THUIIEPUMMYHOIIOOY/IMHEMHUS], CHIDKEHHE
KOHLIEHTpallUd KOMIIeMeHTa) MOIyT KOCBEHHO YKasblBaThb Ha pa3BUTHe cUCTeMHOro P3 u
CJIy>KaT TI0Ka3aHUsIMU Ji/1s1 uccienoBanus ayroanturen (C).

9. OCHOBHBIMU JMarHOCTHYE CKUMH J1ab0paTOPHBIMU MapKepamu P3 sIB/ISIIOTCS aHTHHYK/IeapHbIe
aatutesia (AHA), peBmarougnbeiii ¢akrop (P®P), aHTHTEe/Na K LUTPY/UIMHUPOBAHHBIM OeKam
(ALIB), anTUHeNWTpOUILHBLIE I[UTOIIa3MaThueckre aHtuTena (AHLIA), antudochonunugHbie
antutena (ADJ/T) (A). Kowmmenmapuii. PazpabomaH nepeueHb nepeuuHbix (CKpUHUH2O8bIX),
8mopuuHblX (noomeepotcoarowjux) U OONOAHUMEAbHbIX Cepo/no2UUecKUX mecmog O/
OuazHOCMuKu aymoumMmyHHblx P3 (mabn. 3). CkpuHuHeogble mecmbl OOMXiCHbI 0b6aadamb
gbicokoli /I, a noomeepcoarowjue mecmbl — 8bicokoll /]C.

10. Haubonee momne3HbIMH Mapkepamu octpodaszoBoro ortBeta mpu P3 seastorcs COD u
C-peaktuBHbili Oenok (CPB) (A). Kommenmapuii. ITo OavHbimM PIIKH, KoeopmHbix U
onucamenbHbIX uccnedoganuti CO3 u CPE no3goisitom oyeHumb 8ocnaaumesbHyr0 akmugHOCMb

3aboneeamus, xapakmep npo2peccUpo8aHusi U NPO2HO3 UCX0008 XPOHUUECKO20 80CNAAUMeAbHO20

npoyecca, a makdice 3¢ppekmugHoCmb npomueosocnaaumenbHOU mepanuu.

Tabura 3




AnropuTtm 1ab0paToOpHOI JUArHOCTUKY ayTOMMMYHHBIX peBMaTh4yeCcKUX 3a00meBaHni
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11. [pyrue naboparopHble Omomapkepbl P3 (LIMTOKMHBI, MapKepbl aKTHUBAaLMX SHAOTENHS,
UMMYHOIJIOOY/TMHBI, HWMMYHHBIE  KOMIUIEKCHI, ~KPUOIJIOOYNMHMHBI, KOMIIOHEHTbl ~ CHCTEMBI
KOMIUIeMeHTa, CyOrnomnysiyy JuMOoLIMTOB, reHeTHUYeCKe MapKephbl, TIoKa3aTe/iu MeTabosiiamMa
KOCTHOM U XPSILeBOM TKaHH, MapKepbl aronTo3a 1 Jjp.) UMel0T MeHblllee KIMHUYeCKoe 3HauyeHHe
10 CPaBHEHUIO C ayTOAHTUTeaMH U TMOKasaTeasiIMU OCTPOU (pa3bl BoCIaneHus (C).
Kommenmaputi. Mozaym 6bimb nonesHbiMu 05 MOHUMOPUPOBAHUSI AKMUBHOCMU 3ab01e8aHust u

omeema Ha npoeooumoe jeueHue (0aHHble onucame/bHbIX UCCAe008AHUL)

AyToaHTHTe/1a
AHTHHYK/IeapHble aHTuTena (AHA) — rereporeHHasi rpymnrna ayTOaHTUTe/, pearpyrolyx C
pas/IMuHbBIMU KOMIIOHEHTaMH si7ipa.

«30/10TBIM CTaHJAPTOM» U TePBUYHBIM CKPUHUHIOBBIM MeTofoM omnpefesneHus AHA B
CbIBODOTKE KDOBU SIBISIeTCSl HempsiMasi peakuuss uMMyHodutoopecueHiuu (HPU®D) c
WCIIO/Ih30BaHWeM B KauecTBe CyOCTpaTa KPHOCTATHBIX CPe30B MBIIIMHOW WM KPBICUHOM TeUeHH
(mouek), mibo kmetok muHUM HEp-2 (snuTenuanbHble KJIETKA paka TOPTaHW 4YesoBeka).—IIpu
tectupoBanud AHA metomom HPU® wux Tpagui[MoHHO 0003HauarOT KaK aHTHHYK/IeapHBIMA
¢aktop (AH®). Ouenka pesynsratoB HPY® npoBoguTcs ¢ yKasaHMeM MaKCHMa/IbHOIO THUTpa
obHapyxenusi AH® B wucciefyemMbIX CHIBOPOTKaxX, a TaKKe WHTEHCUBHOCTH U THUIA
MMMYHO(II0OpecLieHIMU. XapakTep CBeUeHusl OTpaXkaeT MPUCYTCTBUe pa3/nyHbIX TUIIOB AHA,

B OTpe/ie/IeHHOM CTeTieHH CITeluUUYHbBIX /1S psifia AyTOMMMYHHBIX P3 (Tabm. 4) (A).



Tabnwria 4

Xapakrepuctuka AH®
Tun ceeuenus Tun ayroaHTuresn Casi3b C 3a00/1€BaHUSMU
I'omorennoe Anturena x JHK (aByx u CKB, nekapcTBeHHas BOJTYaHKa,
ofHOCTUpansHO#), [THII, ructoHaM | /itoOble ayTOUMMYHHbBIE
(H1, H2A,H2B, H3, H4) peBMarnueckue 3ab0eBaHus U
HepeBMaTHuecKue 0oye3Hu
IMepudepuyeckoe AHTHTeNa K AByXCIAPATHHOMH, CKB
(xpaeBoe) HatuBHoi [THK (an/JHK)
Kpanuaroe Antutena Sm, PHII, SS-A/Ro, SS- CKB, C3CT, cungpowm Illerpena,
B/La, Jo-1 nM/oM
CeTyaroe KpamiaToe AnTurena K Scl-70 CCJ (zuddy3Hasi dopma)
JvckpeTHOe KparnuaToe AHTHLIEHTPOMEpHBbIe aHTUTesa CREST cunzpom, cunzipoM Pefino
(ALIA)
HyxneonsipHoe Awnturena k PHK-nonumepase 1, CCI (auddy3Has popma)
PM/Scl, U3PHII

2. [Ipyrve CKpUHUHTOBBbIe MeTofbl orpeaeneHuss AHA (uMmyHodepMeHTHBIM aHamu3 - UOA,

HOBble MeTOZbl TBepAo(da3HOro aHaavsa, BK/IWOYAsg  MY/IbTUIUIEKCHbIE [IMarHOCTHYECKHe
n1aTOpMbl HA OCHOBE MUKPOYACTHLI), YCTaHABAMBAOIMe HaJuuuie B ChIBOPOTKaX aHTUTEN K
CMeCH  sJlepHbIX  aHTUIeHOB,  YyBe/IWYMBAKOT  T[IPOLEHT  JIOKHOOTPHULIATE/IbHBIX U
JIO’KHOTIOJIOJKUTE/IbHBIX pe3y/IbTaTOB M He MOIYT 3aMeHUTb TecTUpoBaHWe AH® c momolisto
HPU® (A).

Y nauuMeHTOB C TIO/IOKUTe/BHBIMU pesynbraramu onpefesneHus AH® pekomeHnzayetcs
TpoBe/ieHNe TIOATBEPKAAIOIIUX TeCcToB Ha crneuuduueckie AHA K OTAe/bHBIM $iJePHBIM
antureHam (HJHK, Sm, SSA/Ro, SSB/La, Scl-70, PHII), wucnonb3ys Metofsl UDA,
ummyHoOsmora (MB), pBoiiHOM umMmMyHoguddy3um (A1), KOHTpUMMYyHO31eKTpodope3a
(KU3®) u gp. (A). Hekoropeie Tumbl AHA (aHtunieHTpomepHble, PCNA, aHTHUTeNna K
MHUTOTHUECKOMY artrapary kinetku-NUMA) obHapykuBaroTcsi Tonbko Metogom HPVI® na HEp-
2 KJIeTKaX, UTO MCK/I04aeT HeoOXOAUMOCTh WX JajbHeHIlero MCC/ieOBaHHsl C TIOMOILIbIO
MO/ TBEPXKAAIOIIUX TeCTOB (A).

3. Hopmanbhbie TUTpel AH® B ChIBOpOTKE KPOBU COCTaBsAOT < 1:40 mpu MCIO/Ib30BaHUM
KPUOCTAaTHbIX CPe30B TeUeHH WA TI04eK JiabopaTopHBIX J>KMBOTHBIX U <1:160 mipu

vcnonb3oBanuu HEp-2 knetok (A).

3. TectupoBanre AH® ouenb mosie3Ho s auarHoctuku CKB (A4:93%, OC:57%, OIIIIP:2,2,
OIIOP:0,11) (monmoxkutesbHBIE pe3ynbTaThl OOHapykeHuss AH® ciaykar OuarHOCTHYeCKAM
kputepreM CKB) (A) u CCH (O4:85%, [OC:54%, OIIIIP:1,86, OITOP:0,27) (A), nose3Ho as
muarHoctukd CII, accouuupytomjerocss ¢ CKB (A) (A4:48%, [AC:52%, OIIITP:0,99,
OIIOP:1,01), u mMeHee 10n1e€3HO AJisg AuarHoctuku ITM/IOM (A4:61%, 1C:63%, OIIIIP:1,67,
OIIOP:0,61) (A). ITosutnBHOCTE MO AH® paccMmarpuBaeTCs B KaueCTBe AUArHOCTUYECKOTO

KpuTepus JekapcTBeHHOU BomuaHkd, C3CT, ayroumMMmyHHoOro rernaruta (A).




4. AH® sBiseTcs OueHb I10/1e3HBIM MapKepoM [i/Isl OL|eHKU NPOrHo3a U MOHUTOPUHIA TeYeHUs!
IOBEHW/IBHOTO XPOHMUECKOTO apTpUTa B COYETaHWU C yBeMTOM (A) U BTOPUUHOTO (peHOMeHa
PetiHo, accouuupytolerocs ¢ cucreMHbiMu P3 (A).

S.I1onoxxurenbHble pesysnbrarsl onpegesneHrus AH® He vMerOT [0Ka3aHHOIO JUarHOCTUYeCKOro
Y TIPOTHOCTHUECKOro 3HaueHWs Tipu PA, paccessHHOM ckiepo3e, 3a00eBaHUSIX IUTOBHAHOW
)esne3bl, MHOEKIMIX, MIUONAaTHUeCKO TPOMOOLIMTOTIEHUUeCKOW mypriype u (ubpomuanrum
(A/B)..

6. Pekomenzyemas uactora onpeseneHuss AH® cocrasnset 1 pa3 B 6 mecsies — 1 rog (D).

AHTHTeNa K /[e30KCHpuOoHyK/1enHoBo# kuciote (JHK) roppa3enstoTcs Ha jBa OCHOBHBIX
TUMA: aHTWTe/a, pearupyroie ¢ AyxcnupaabHou (HatuBHOM) [HK (acAHK) u aHTUTena,
pearvpyoLuie C OfHOCIUpaabHOU (HeHaTypupoBaHHoi) (ocIHK).

1.Anturena Kk JJHK sBastorcst ceposiormueckum Mapkepom CKB. Anrturena x acJHK Gosee
cneuuduunbl s guarHoctikd CKB, uem aHtuTena K oc/JHK, koTopble mpuCYyTCTBYIOT B
CBHIBOPOTKaX OOBHBIX MPU APYruX P3 ¥ He UMEIT CyI[eCTBEeHHOT0 MarHOCTUUeCKOT0 3HaueHUst
(A).

2. CranzapTHBIMU MeToZaMu onpefesnenus antuTesn K AcJJHK B ceiBopoTke KpoBU ciayaTr MDA,
HPU® c ucnonb3oBanveM B KauecTBe cybctpara Crithidia luciliae 1 PUA (tect Farr) (A).
[TepBHUYHBIM CKPUHUHTOBLIM TeCTOM Ji/isi oOHapy»keHusi antuten K AcJJHK sBnsiercsa meton MDA
(A). C nomotpio MDA onpenensitoTcs Kak HU3KO, TaK M BbICOKO aBHZHbIe aHTUTena K AcJHK,
yro 00yC/aB/MBaeT MEHBIIYH) CHeLU(PUUHOCTb JaHHOTO TeCTa II0 CPABHEHWIO C JIPYTHMH
Metogamu. Hapsimy c 3TUM GonbIoe KOTMYEeCTBO JIOXKHO-TIOJIOXKUTETBHBIX Pe3y/IbTaToOB TpH
ucnosb3oBaHu VUOA moxkeT ObITh BbI3BaHO KoHTaMuHarmeld acJHK monekynamu ocJHK u
crioHTaHHOU peHatyparueid AcIHK c¢ obpasoBanuem ocIHK. DA BeisBiasier 1gG- u IgM-
a"tutenia K Ac¢/JHK, mpu 3ToM Haubonblliee KIMHWUYECKOe 3HaueHHe UMeroT IgG-aHTUTena K
acOHK. Ilpu mnonoxurenpHbix pesynasrarax W®A antutren K gc/IHK pekomenpyercs
TIpoBe/ieHNe TIOTBEPKAAIOIINX TecToB, BKItouas HPM® u metog Farr, obnagaronux mMeHbIei
YyBCTBUTEIBHOCTHIO, HO 0Oosiee BBICOKOM crielduyHOCTRIO 11 guarHoctuku CKB (A). B
ocHoBe Metoga HPU® ¢ wucnonb3oBaHWEM TMPOCTEUILEr0 >KTYTUKOBOIO MMKPOOpPraHuh3ma
Crithidia luciliae nexxut B3aumopelictBue aHTuTen K AcJHK c KUHeTOIN/jiacToM >KTYTHKa,
VUMEOIIMM TMraHTCKYl0 MUTOXOHJPHUIO, COJiepyKall[yl0 OoJbloe KOJMUeCTBO KOJIBLEBBIX
Mosnekyn acJOHK, He accoluMypoBaHHBIX C THUCTOHOBbIMU Oenkamu. Metogom HPU®
BoisiBIsIOTC  IgG- m IgM-anturena x ac/JHK co cpepnenn aBupnHocThrO. Metog Farr,

OCHOBaHHBIM Ha mnperunurauud meueHHoW [3H]-JAHK antutenamu k gc/IHK c momoiisio



HaChIL[EHHOTO pacTBopa Cy/b(ara aMMOHHUS, TT03BOJISIET U3MEPSITh BbICOKO aBU/IHbIe aHTUTe/a K
ncIHK.

3. HopmanbHbili ypoBeHb antuten K AcJHK nipu TecTvpoBaHHM ChIBOPOTOK C momolsio UDA
cocrapyisietT < 10-20 ME/Mn (B 3aBUCMMOCTH OT (DHPMBI-U3TOTOBUTE/ISI KOMMepUeCKUX HabopoB
pearenToB), HPU® c Crithidia luciliae - < 1:10, metoga Farr < 7 ME/mn (B).

4. TectupoBanue aHturen K AcJHK ouens mosesHo pgjis guarHoctvkd CKB y mauyeHTOB €
TM0JIOXKUTE/IbHBIMU pe3ysbTatamu onpefienenns AH® (JU: 57,3%, OC: 97,4%, OIIIIP — 44,6,
OITOP - 0, 49) (A). Hamuume anturen Kk ac/IHK sBisieTcsi o0si3aTelbHBIM AMArHOCTHUE CKUM
kpurepueMm CKB.

5. Onpegenenne antuten K AcJHK npu CKB mone3Ho [ OLEHKM aKTUBHOCTU
natonoruyeckoro npoiuecca (AY: 66,0%, AC: 66,0%, OIIIIP: 4,14, OIIOP: 0, 51) (A) u
riopakeHus rouek (J4 - 86,0%, 1C - 45,0%, OIIIIP — 1,7, OIIOP — 0, 3) (A).

6. TlonokuTenbHBIE pe3ynbTaThl 0OHapykeHUs: aHTUTeNn K Ac/JHK He Mo3BossitOT 0CTOBEPHO
niporHo3upoBark oboctpenusi CKB (A).

7. Tlpu ppyrux P3 TectupoBanue antuten K AcJAHK He 1osie3HO, TaK KakK OHU BBISIBJISSFOTCS
oueHb pefiko (<5% ciiydyaeB) U B HU3KUX TUTpax (A).

8. PexomeHnzyemasi uactora onpepenenusi aHturen K AcJHK coctapnsiet 1 pa3 B 3 mecsiia (B).

AHTHTe/Ia K THCTOHAM
I'icToHBI — OCHOBHBIE OeNKOBbIe KOMIIOHEHTHI sifipa KJ/IeTKW, KOTOpbIe TIOApa3ensitoTcs Ha 5

kinaccoB (H1, H2A, H2B, H3, H4).

1. CTaHgapTHBIMM MeTOJaMU OIpeJie/ieHHs aHTUTe/l K TUCTOHAM B ChIBOPOTKE KPOBU SIBJISIFOTCS
N®A u UB (B).

2. BI'H aHTuMTen K TUCTOHaM IIpU TeCTUPOBAaHUM CbIBOPOTOK C IoMolso VDA
cocrapnsier < 40 EJl /mn (3aBUCMT OT peKoMeHZALMi (PUPMbI-U3rOTOBUTENS] KOMMepUeCKHX
HabopoB pearenToB) (C/D).

3. OrpefiesieHde aHTUTe/] K TUCTOHAM B psifie CAy4yaeB TIOJIe3HO [/isl /AMAarHOCTUKU
nekapctBeHHOW BomuaHku (D). Kommenwmapuii. Ilo OaHHbiM onucamefnbHbIX UCCAe008aHUL,
aHmumena K 2uCmoHam Haubosee HACMO BbISAGASIOMCS NpU AeKapCmEeHHOU B0MUYAHKe,
UHOYYUPOBAHHOU  npokauHamuoom u eudpanasuHom (AY: 50-100,), o0Hako mo2ym
onpedensimbcsi y 00/bHbIX, NPUHUMAIOWUX OdHHble Npenapambl, HO He UMeWUX CUMNMOMO8
gouaHku ([J4: 44%), u y 6oabHbix CKB ([J4: 50-80%,). /IC aumumen K 2ucmoHam cocmasnsiem
86% [29-31].

4. PekoMeH/lyeMas yacTOoTa OIpeie/ieHUsl aHTUTe/l K TUCTOHaM cocTas/isteT 1 pa3 B 6 Mecsres-1

rof.
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AHTHTe/Ia K HyK/IeocoMaM (aHTUXPOMAaTWHOBBIe aHTUTena, aHTuTena K JHII, LE-kneTouHbiii
(hakTop) B3aUMO/IeNCTBYIOT C 3nuTornaMy Komrekca H2A-H2B-JHK.

1. CraHpapTHBIMM MeTOJaMH OMpe/ieJieHUs] aHTUTel K HYK/JIeoCOMaM B ChIBOPDOTKE KpPOBU
sersitoTcst UDA, VB, LE-knetounsiii Tect (B).

2. BI'H aHTuUTe1 K HyK/IeoCOMaM IIPpU TeCTUPOBAHUM ChIBOPOTOK C IMomolibio MDA
cocraBisier < 20 EJl /mMn (3aBUCUT OT peKoMeHJaluil (pUPMbI-U3rOTOBUTE/SI KOMMepUeCcKux
HabopoB pearenToB) (C/D).

3. Onpenenenue IgG-aHTUTEN K HYK/IEOCOMaM MOXeT ObITb Tosne3Ho s guarHoctuku CKB
(O4: 46-81%, [OC: 95-100%) (C) u JieKapCTBeHHOM BOJMYAHKM, HWHAYLIMPOBAHHOU
npokauHamuziom (OY: 77%, [C: 86-99%) (C). OObHapyxeHue aHTUTel K HYyK/IeocoMam
accouuupyetcsi ¢ nopaxenuem mnouek npu CKB (C) u pasBuTHMeM ayTOMMMYHHOIO TeaTuTa
tuna 1 (C).

4. PekomeH/lyeMasi 4acTOTa OIpe/ie/ieHHsi aHTUTeJl K HYyK/JeocoMaM cocTas/isgeT 1 pa3 B 6

MecseB-1 rog (D).

AHTHUTe/la K O3KCTparupyemMbiM s/iepHbIM aHTHreHam (Of1A) cBsisbIBalOTCS C
BOZIOPaCTBOPUMBIMU fIIEPHBIMA aHTUTeHaMU U TOZpaszessatoTcs Ha aHtutesna K Sm, U1PHIIL,
Ro/SSA, La/SSB,  Scl-70 u Jo-1.

1. B KauecTBe MepBMYHOIO CKPUHWHIOBOIO TeCcTa [ BbIABAEHUS aHTUTesl K OfAA
pekomeHayetrcs onpezneneHue AH® wmetomom HPU®D (A). CornacHo MeXayHapoAHbIM
CTaHZApTaM TIPU TIOJIOKUTENBHBIX pe3y/nbrarax uccienoBanvs AH® mpoBoasaTcs nBa u 6Gosee
TOATBEPXKAAIINUX TeCTa Ha Hamvuve aHTuTen K OFA, B Tom uncie UDPA, JN/, KUDP u Ub
(A). UDPA wumeeT BBICOKYIO UYBCTBUTEIBHOCTb, HO HEJOCTATOYHYIO CIEeLM(UYHOCTb U
WCTIONB30BYeTCS /il CKpuHUHTAa aHtuTen K OAA y AH®-monoxuTenbHBIX OOMBHBIX C
TOC/IeIyIOIUM TeCTUPOBAaHHWEM ChIBOPOTOK TPU TOMOINM MeHee UyBCTBUTEBbHBIX, HO Oosee
cnenuduunbix MetozoB (b, KUD®, IN/) (A). Hemoctatkom Metozna UMb siBnsiercst ero 6osiee
HU3Kasl YyBCTBUTEIBHOCTD 110 cpaBHeHMIO ¢ MDA u KO, a Takke CrIOCOOHOCTH OTpe/ieNsiTh

aHTUTe/Ia MPeUMYI[eCTBEHHO K JIMHEHbIM 3nUTonam (A).

AnTHuTena K Sm (Smith) anTureny

Sm aHTHreH coctouT U3 5 Manbix siaepHbix (Ms1) PHK (U1, U2, U4, U5, U6), cBs3aHHbIX € 11 u
6onee momunentugamu (70 kd, A, B/B', C, C', D, E, F, G). IIpu CKB aHTuTeNma K Sm pearupyoT
¢ B/B' u D nonunenTtrgamu, obimmu s Ul, U2, U4/U6 msaPHII, yuacTBYIOLMX B CIIalCHUHTE

npe-MPHK.
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1. CranzapTHBIMU MeTOJAMU OIpe/ie/ieHyst aHTUTeI K S B CbIBOPOTKe KPOBU ABJIAOTCSA VIDA,
Wb, AN u KUD®.

2. BI'H aututen K Sm 0Opu TeCTUPOBaHWU CbIBOPOTOK C mnomompio MDA
coctaBnsier < 25 EJl /mn (3aBUCUT OT peKoMeHZaluii (DUPMBI-U3TOTOBUTE/ISI KOMMepUYeCKUX
HabopoB peareHToB) (C/D).

3. TlonoxuTenbHble pe3y/bTaThl OMNpeZe/eHUs aHTUTesll K Sm  SBASOTCS  CrieliupuyHbIM
CeposIorMuecKrM MapkepoM U auarHoctuyeckuM kpurepuem CKB (IU: 8-20%, [IC: 99%) (A),
O7IHAKO He MMEIOT T0JIb3bl /ISl OL|eHKH aKTHBHOCTH U XapaKTepUCTUKU CyOTUIOB 3aboseBaHust
(A).

4. PekoMeHyeTCsl OHOKpaTHOe onpejeneHre aHTuTen K Sm (D).

Anturena Kk UIPHII pearupytor c 6enkoBbiMu komrioHeHTamu (70 kDa, A u C) Ul manoro
sinepHoro pubonykneonpoterHa (U1l msaPHIT).

1. CranpaptHeiMu MeToZamMu orpezenenuss aHturesn K U1PHII B CbIBOpOTKe KPOBU SIB/ISIFOTCS
N®DA, b, AN u KUSD (A).

2. BI'H auturen k UIPHII mpu TecTupoBaHMM CBIBOPOTOK C TmOMOLIbr0 MDA
coctapinisier < 25 EJl /mn (3aBUCUT OT peKOoMeHZAALUi (DUPMbI-U3rOTOBUTENSI KOMMepUeCcKuX
HabopoB pearedToB) (C/D).

3. Boisinenue antuten Kk U1PHIT B BbICOKMX TUTpax mosie3Ho AJist guarHoctuku C3CT (AY: 95-
100%, [OC- 98%) (A); meHee mosie3Ho A auarHoctuku CKB (Y - 30%, [C - Huskas) (B);
T0/Ie3HO ZIJIi TIPOTHO3WpoBaHUs HeOsaronpusTHoro TeueHWss CKB ¢ pa3BUTHEM TSDKeIOro
Topa>keHWst BHYTpeHHUX opraHoB (B). B ceiBopoTkax 60% OOMBHBIX C TIONOXKUATETLHBIMU
pe3ynbTatamu onpegeneHus: antuten K U1PHIT BeigB/sitOTCS aHTUTeENIa K Sm.

4. PekomeH yeMasi yactota onpezienienusi antuten K U1PHII cocraBnsiet 1 pa3 B 3 mecsiua (B).

AnTtuTena Kk SS-A/Ro (Robert)
SS-A/Ro anTturen — nonmnentuabl 60 kDa u 52 kDa, o6pasytouue komriekc ¢ RoPHK (hY1,

hY3 u hY5).

1. CranpapTHBIMM MeTOJaMU orpefeneHrs aHTuTea K SS-A/Ro B CbIBOPOTKE KPOBU SIBJISIFOTCS
N®A, b, AN u KU3D (A).

2. BI'H anmuren X SS-A/RO mnpu TeCTUpPOBaHUM CbIBOPOTOK C IMomolipo MDA
cocrapsisiet < 25 EJ] /mi; antuten K SS-A/Ro-52 kDa u SS-A/Ro-60 kDa <10 E/I /mn (3aBucur
OT peKOMeH/jal[|ii (UPMBI-U3TOTOBUTE/IS KOMMepueCcKux HabopoB peareHToB) (C/D).

3. AxatuTenna K SS-A/Ro obHapykuBaroTcs B cbiBOpoTKax 40-80% 6osbHbix CIHI 1 30-50%
6ompHBIX CKB. ¥ 50% 60nbHbIx CIII 1 CKB anTHTena pearupytot c 6enkamu 60 kDa u 52 kDa,

12



y 40% 6omnbHbIx CIHI — Tonbko ¢ 6emkom 52 kDa n y 20% 6ompHBIX CKB — Tonbko ¢ 6ekom 60
kDa komriekca SS-A/Ro (B/C).

4. TlonmoxurtenbHble  pe3ynbTaTbl  OOHapy)keHusi aHTUTeNl K  SS-A/Ro  sABAsHOTCA
JIMarHOCTUYeCKUMU KPUTepPHUsSIMU MepBUUHOTO U BTopruuHoro CIII (A).

5. IIpu 6epeMeHHOCTH UCC/Ie0BaHKE CHIBOPOTOYHOTO YPOBHS aHTHTeN K SS-A/Ro-52 kDa u SS-
B/La-48 kDa mone3Ho [jis IPOrHO3UPOBAHUSI PUCKA PA3BUTHS MOTHOM TOTIepeYHOU Os10Kafbl
cepAua y miaoga, aHturen K SS-A/Ro — [/1s1 IpOrHO3MpPOBaHKs PUCKA Pa3BUTUSI HEOHATAbHOTO
BOJTYaHOYHOTIOAOOHOTO CHH/IPOMA Y HOBOPOXK/IeHHBIX (B).

6. Y OompHbix CKB monoxuTesbHbIE pe3y/bTaThl TeCTHpOBaHWS aHTUTen K SS-A/Ro
accoruupytotcs ¢ horocencnbummsanueii, CIII, runepnpoaykuyeii PO (B).

7. PekomeHiyeMasi yacToTa onpeiesieHusi antutes K SS-A/Ro cocrassnsiet 1 pa3 B 3 mecsiia (D).

AntuTtena k SS-B/La (Lane)
SS-B/La aHTureH —HykeouuroriasMaTuueckuii komriekc 48 kDa docdonporerna ¢ Ro PHK
(hY1-hY5), sdBnsrouuiicsi TepMUHAJbHBIM TPaHCKPUILMOHHBIM (akTopom gas  PHK
nosuMepassi 111,
1. CranzapTHEIMU MeTOJaMuU orpefiesieHUss aHTuTesql K SS-B/La B CbIBOPOTKe KPOBU SIB/ISFOTCS
DA, Ub, JU 1 KUSD (A).
2. BI'H auturen Kk SS-B/La 1npu TeCTUpOBaHUM CBIBOPOTOK C IoMolgp0 MDA
coctaBnsier < 25 EJl /M (3aBUCUT OT peKoMeHJalui (hHUPMbI-U3TOTOBUTENST KOMMepUYeCKUX
HabopoB peareHToB) (C/D).
3. AuTurena K SS-B/La obHapykuBatotcst y 40-50% 6onbHbix CII 11 20% 60mbHeIx CKB (B/C).
4. TTonoxuTenbHbIe pe3y/abTaThl onpezeneHus aHTuTen K SS-B/La saBasioTcs [uarHocTuyeCKUMU
KpUTepHUsIMU TepBUUHOTO U BTopruuHoro CIII (A).

5. Ilpu GepeMeHHOCTH TIOBbILLIEHHE CBIBOPOTOUHOTO YPOBHS aHTuTen K SS-B/La cmyxur
TIPOTHOCTUYECKUM MapKepoM Pa3BUTHSI TIOTHOM TMorepeuHoi 6/10Kaibl cepra y mioza (B).
6. IIpu CIII obHapyxeHWe aHTUTen K SS-B/La accorumpyeTcs C BbIpa)KeHHOU JUMGOUAHOM
vHwIbTpaent cmoHHBIX >Keje3 (C) W pas3BUTHEM SKCTparyiaHAY/ASIPHBIX TMPOSIBeHUH
(mypniypa, BacKynut, numdazeHomnarus) (C).
7. Tlpu CKB runepnpogykuus antuten K SS-B/La acconmupyeTcss ¢ HM3KOM 4aCTOTOU
riopakeHus rouek (C).

8. PexoMeHnzyemas uactora ornpesiesieHust aHtuten Kk SS-B/La cocrasnsiet 1 pa3 B 3 mecsia (B).
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CkiiepoiepMuyecKre aHTUTe 1A - IPyTIa ayTOaHTUTesI, C BBICOKOM 4aCTOTOW BbISIB/ISIEMBIX IIPU
pa3muunblx BapuaHTtax CC/I. K HuM oTHOCSTCS aHTULIeHTpoMepHble aHTuTena (ALIA), aHtuTena
K Scl-70 v aHTUHYK/IeOISIpHBbIE aHTHTeNA.

AnTHIeHTpOMepHbIe  aHTuUTesia (AI[A)  pacro3Haror  Oonee 6 I[@HTPOMEPHBIX
Hyk/eonpotenHoB (LIEHIT A-F).

1. CrangaptasiM MeTozoM omnpegesneHuss ALJA B ceiBopoTke KpoBH ssiseTcss HPYI® ¢ nomotisro
HEp-2 knetok (muckpeTHbld Kpamyarbli Tun cBedeHusi) (A). MccnenoBanue ALIA meTtomamu
NDA u b u He pekomeHyeTCs /i1 LIMPOKOTO NPUMEHeHUs, TaK KaK [JAUarHOCTHYeckKas
TOYHOCTb JIJAHHBIX TECTOB HEJOCTAaTOYHO u3yueHa (A).

2. BI'H pna ALIA nipu TecTupoBaHuy CbIBOPOTOK MeTogoM HPU® cocrasnser <1:160.

3. BoisiBnenne AIIA ouenb nonesHo ansi auarHoctuku CCH (OY: 19-33%, AC: 90-99,9%,
OI1I1P: 2,3-327, OIIOP: 0,7-0,8) (A), ocobenno CREST cunzapoma (AY: 60-65%, [C: 83-
99,9%, OIIIIP: 3,5-650, OIIOP: 0,2-0,5) (A).

4. TlonoxutenbHble pe3ynbTaTtbl onpegeneHuss AlIA sBAAIOTCA TMOMe3HbIM MapKepoM st
MPOrHO3UPOBAaHUS JIMMUTUPOBaHHOTO nopaxkeHUss Koxu (AU - 44%, [C: 79-93%, OIIIIP: 2,1-
6,1, OIIOP: 0,6-0,7) (A) ¥ HU3KOM BepOATHOCTW PA3BUTHS PEHTTeHOJIOTMYeCKUX MPHU3HAKOB
nerouHoro ¢ubpo3sa (AU - 12%, [1C - 71%, OIIIIP 0,41, OIIOP 1,2) (A).

5. Pekomenpyetcsi omHOKpaTHOe oripefiesiende  ALJA (D).

AnTuTena K Scl-70 pearupytot ¢ Tororsomepasoi | (0CHOBHOM HETMCTOHOBBIM XPOMOCOMHbIN
6emnok ¢ MonekysipHoi Macco 70 kDa ).

1, CranpapTHbIMM MeTOAAMM oripefiesieHUss aHTuten K Scl-70 B ChIBOPOTKe KDOBU SIBJISIFOTCS
O u VB (A). UOA nmeeT 6osee HU3KYHO criel{uHUHOCTD Ayist AuarHocTuku CClI (A).

2. BT'H anTuten x Scl-70 npu TeCTMpOBaHUM ChIBOPOTOK C Momolnbio DA COCTaBJIIeT
<25 EIl /mn  (3aBUCUT OT peKOMeHJaruii (pUPMbI-U3rOTOBUTENSI KOMMEpPUeCKUX HabopoB
peareHToB) (C/D).

3. Onpenenenue aHturen K Scl-70 sBisieTcsl oueHb MOE3HBIM TeCTOM st auarHocTuku CCII
(J4: 20-40%, [1C: 90-100%, OIIIIP: 10-83, OIIOP: 0,6 - 1,5) (A).

4. TonoxxuTenbHble pe3y/bTaThl orpejesieHus: aHTuTen K Scl-70 ciykar mosne3HbIM MapKepoM
J/1s1 IporHo3upoBanus auddysHoro nopaxenust koxu (AY: 37-46%, OC: 81-85%, OIIIIP: 2,0-
2,7, OIIOP: 0,7-0,8) (A), BbICOKOW BepOSITHOCTH pa3BUTHSI PEHTTeHO/IOTMUeCKUX MPHU3HAKOB
nerouHoro ¢ubpo3sa (AY: 43-45%, [1C: 81-83%, OIIIIP: 2,3-2,5, OTIOP: 0,7) (A) u HapyieHus
(YHKIMOHAbHBIX JIErOUHBIX TIP06 (A).

5. PekomeHiyeTcsi OlHOKpaTHOe oripefiesieHusi aHtuten K Scl-70 (D).

14



AHTHHYK/IeO/IIPHbIEe AHTUTe/A — TeTepOreHHas CpyIlNa ayTOaHTUTes, XapaKTepU3YHOIUXCS
HYKJIEO/ISIDHBIM TUIIOM CBeueHus Npu ucciegoBaHun metogom HPU®. AHTuHyKeosisipHbie
aHTUTesa BK/ItodaroT aHTuTesna Kk PM-Scl, U3-PHII, Th/To u cemeiictey PHK-nonumepas IILIII.
1. 114 BbISIB/IeHUS] Pa3/IMUHbIX aHTUHYKJ/IEOJISIPHBIX aHTUTE/T B CbIBOPOTKe KPOBU WCIIO/Ib3YHOTCS
MeTozabl UMMyHoripetunurtauuu (UIT), WA u B (BI'H pansi aHTUHYK/IEOSIPHBIX aHTUTeEN
3aBUCHUT OT TeXHUKH onpefeneHusi) (A).

2. AHTUHYyK/IeO/iIpHbIe  aHTUTe/Jla HKMEKT BBICOKYIO  CIEeLM(PUUHOCTb, HO  HU3KYIO
yyBcTBUTeNbHOCT (AY: 12-50%, [OC: 94-98%, OIIIIP: 4-31, OIIOP: 0,5-0,9), uro

OrpaHWYMBaET UX 3HaUeHHe 151 AUarHOCTUKU U porHo3upoBanust Tedenus: CC (C/D).

Muo3uT-ciepuuecke aHTUTeNIA, pearvdpyroliye C pa3/MUHbIMUA  SIEPHBIMU U
LIMTOMJIa3MaTUueCKUMH aHTUTeHaMH, SIBJISFOTCS CepOJIOTMUueCKMMU MapKepaMy MAUOIIaTHyeCKUX
BOCMa/UTeNbHBIX MUOMATUM, BKItouas nomuMuosut (ITM) u gepmaromuosut (AM). K mMuo3sut-
crieliupUUeCcKUM aHTUTe/IaM OTHOCSITCSI aHTUTesMa K aMuHoauuacuHTetasam 1-PHK (Jo-1, PL-7,
PL-12, EJ, OJ, KS), uactuuam curHanbHoro pacriosHaBanusi (SRP) u Mi-2, muo3ut-
acCOLMMPOBaHHbIM aHTUTeHaM - aHTuTesna K PM-Scl, KJ.

1. [lns BbIsIBEHUS] MUO3UT-Criel[udruyecKuX aHTUTeT B CbIBOPOTKE KPOBU UCIIO/b3YIOTCS
Metogel Vb, MDA, NU[, UIT (B'H aHTHHYK/IEO/SPHBIX aHTUTENT 3aBUCUT OT TEXHUKHU
onpegenenusi) (C/D).

2. Muo3sut-crieljuduryeckie aHTUTeNa MMEHT BbICOKYIO CIelU(UYHOCTb, HO HHU3KYIO
UyBCTBUTE/IbHOCTb B OTHOLLUEHWU [UAarHOCTUKU U MPOrHosupoBaHus TeueHus I[IM/IM.
Muo3ut-crierdryeckre aHTHTe A BBISBISIOTCS pUMepHO Y 40% 6onbHbix TIM/JM. YacToTa
oOHapyeHusi aHtuTenn K Jo-1 mpu IIM/IM  cocraBnasier  11-20%,  gpyrum
amuHoaluncuaTeTasam T-PHK — ot 1 10 3%, SRP — 4%, Mi-2 — ot 4 10 14% (C/D).

3. IlonoxuTenpHble pe3y/bTaTbl OIpefe/eHrss aHTUTesl K Jo-1 SBJATCA AMarHOCTUYeCKUM
kpurepueM [IM/[IM c HaauuveM aHTUCUHTETA3HOTO CUH/POMa, KOTOPbIM XapaKTepu3yeTcs
OCTPbIM HayaJiOM MMO3UTa, UHTEPCTULIMA/IbHBIM MOpaXKeHUeM JIeTKUX, JIMXOPaJKoH, apTpUTOM,
(deHomeHOM PeliHO U M3MeHeHreM KOXKU KUCTel T0 TUITy «pyKa MexaHuKa» (A).

Anturena Kk SRP o6HapyxuBatoTcs mpu [IM, accOLMUPYHOIIUMCS C OCTPhIM HA4yajoM
3a00/eBaHuUs, TSDKEIBIM TEUeHHeM MMO3UTa, KapJUOMHOINaTheld | IJIOXUM OTBETOM Ha
ITFOKOKOPTHKOUIHYO Tepanuto (C/D).

Onpepnenenvie  aHTuTesl K  Mi-2 1i01€3HO /IS JUArHOCTHUKH K/1aCCHU€eCKOro
CTepPOUAUYBCTBUTEILHOTO [IM ¢ 6/1aronpusiTHBIM MPOTHO30M U PEIKUM pa3BUTHEM OITyXOJIEBOTO

muo3suta (C/D)
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Awnturena k PM-Scl accorumpytorest ¢ cyortunom IBCT, Brmrouaromero npusHaku CC, ITM u
nopakeHue rouek (C/D).

Antutena K KJ BbISBASIOTCA TIpU MUO3UTe, (peHOMeHe PeiiHO ¥ UHTepPCTULIMAIbHOM MOPa)KeHU!
nerkux (C/D).

7. PekoMeH/lyeTCsl OJHOKpATHOe OTpejie/ieHue MHUO3UT-crieldpruieckux aHtuTern ().

PeBmarounbie ¢akropsbl (P®) - ayroanturesna IgM, IgA u IgG knaccoB, pearupyoiiue C
Fc-¢parmenTom IgG.

1.Haubornbliiiee 3HaueHre B KTMHUUECKOM MTPAKTHKe UMeeT orpeseneHne IgM PD (A).

2. CrangaptHbiMA MeTOfZaMu omnpefesienus [gM P® ciyxar peakuusi armirOTAHALMU
ceHcHOWM3MpoBaHHbIX IgG yacTull faTekca (JlaTeKC-TecT) UM SPUTPOLIMTOB OapaHa (peakiust
Baanep-Pose), ummyHoHedenomerpusi u DA (A). B kauecTBe CKPUHMHIOBOTO TeCTa MOXKET
WCTO0/Ib30BaThCsl  TIOMYKOMUYECTBEHHbI ~ MMMYHOXpOMaTorpauueckuii  SKCIIpecC-MeTof,
n3Mepenus IgM P® B LienbHOM KpOBHM € MOMOLIBIO Cyxux TecT-11os10coK (C). Pekomenaytrorcs
KO/IMUYeCTBeHHble MeTozbl u3MepeHust [gM P® B wmexayHapozaHbix egununax (ME/mm) B
CbIBOPOTKe KpoBU (MMMyHOHedenomeTpus, UDA). [lonoxurenbHble pe3yabTaThl OrNpeeneHus
IgM P® mnonykonduyecTBeHHbIMHA MeTo[aMU (JlaTeKC-arrIi0TUHALIMS), JaKe B BBICOKUX TUTpaX,
BCer/a J0/DKHbI PaCCMaTpUBAaThCs KaK HH3KO0 MONIOKUTenbHbIe (A).

3. Hopwmaneneiii ypoBeHb IgM P® mnpu TecTMpoBaHMM CBhIBOPOTOK C TIOMOLLbBIO JIaTeKC-
armmoTUHaLMM — coctaBisieT <1:40, Hedenometrpuum < 15 ME/mn, WUPA <20 ME/mn.
PexomeH/iyeTcsl BbllesieHMe HeraTVMBHBIX (MEHBbIIMX WIA PaBHBIX BepXHeW IpaHulle HOPMbI —
BI'H); nusko nosutuBHbIX (<3 BI'H) u Beicoko nosutusHbIX (>3 BI'H) ypoBHel IgM P® (A).

4. TlonoxuTenbHble pe3ynbTaThl obOHapyxeHUs IgM P® B ChIBOpOTKE KpOBU CJIyXKaT
quarHoctuueckum kputepueM PA (A). Tlpu ucnonb3oBanuu obimienpunsitodn BI'H (15-20
ME/mn) OY cocrasnser 50-90%, [AC: 80-93%, OIIIIP: 4,86, OIIOP: 0,38. IgM P® -
YyBCTBUTE/IbHBIM, HO HEJOCTATOUHO CreLu(UUHbIA Mapkep AJsi AMarHOCTUKM PA, Tak Kak
00Hapy>XMBaeTCsi B CHIBOPOTKAaX MpH Apyrux P3, XpoHWUeCKUX WHQEKLUsIX, 3/10KaueCTBeHHbIX
HOBOOOpAa30BaHUSX U B TIOKWAJIOM Bo3pacTe. [IprMeHeHUe BBICOKO TO3WUTHUBHBLIX YpoBHel IgM
P® (>3 BI'H, T.e. 240-50 ME/M/1) cOnpoBOKJaeTcsi 3HaUMTe/IbHBIM yBenuueHuem ero [1C (91-
98%) u OIIIIP (22,7) npu PA.

5. IgM P® B BbICOKOM KOHLIEHTpALUU SIBJISIETCSI TI0JI€3HBIM MapKepoM /Jisi TIPOrHO3WPOBaHUS
OBICTPONPOrPECCHPYIOILEr0  JeCTPYKTUBHOTO TIOpaXeHWs CycTaBoB (A) U CHCTEMHBIX
niposieiienni rpu PA (C).

6. TecrupoBanue IgM P® mnos3Bossier mporHo3upoBarh 3¢¢dektuBHOCTh Teparuu [UBIT y

6osbHBIX PA. Ceporo3suTuBHOCTH 10 IgM P® 1 BbicOKUI ypOBeHb 3TOTO MapKepa B KPOBU [0
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Hayasla JieueHHsl pacCMaTpUBaeTCd B KaueCTBe IpeJUKTOpa XOpOIlero orsera Ha Tepamnuto PTM
(A) ipu PA.

7. Y cepoHeraTuBHbIX Mo IgM P® naijueHTOB Ha paHHel ctaguu PA pekoMmeHpyeMasi KpaTHOCTb
onpejiesieHUs1 JAHHOTO TOKa3aresisi cocTap/sieT 1 pa3 B 3 - 6 Mecsil|eB, Ha pa3BepHYTOM CTailuN —
1 pa3 B roj|, Ha MO3HeM CTa[UU — MOBTOPHBIN aHamu3 IgM P® mpoBoauTh HerjesiecoobpasHo. Y
HU3KO/BBICOKO TIO3UTHMBHBIX OO/MbHBIX 1O IgM P® KpaTHOCTH ero ompejeneHus  I0/DKHA
COCTaBJIAATh HA paHHel cTafuu 1 pa3 B 3 Mecslja, Ha pa3BepHyToU ctaguu — 1 pa3 B 3-6 mecsies,
Ha no3zaHed craauu — 1 pa3 B rog (D).Kommenmapuii. Ilpu oyeHke KpamHocmu onpeode/neHust
IgM P® yuumbliganucb OaHHble cucmemMamuuecko2o 0630pa u onucamesbHblX UCCAe008aHUll O
e20  HecmabunbHOCMU,  NOAOHCUMEAbHOU  KOoppeaayuu C  KAUHUKO-1a60pamopHbIMU
nokasame/smu 80cnaaumenbHoOU akmugHocmu 3a00/1e8aHusi U 803MOXCHOCMU CepOKOHBepCUU Ha

¢oHe nposodumoti mepanuu, a makdxice pekomeHoayuu EULAR no neueHuro PA.

AHTHTe/Na K IUTPY/UTMHUPOBAHHBIM Oesikam (ALIB) - reTeporeHHasi TpyIina ayTOaHTHUTEN,
KOTOpBIE PacIiO3HAIOT aHTUTeHHbIe IeTePMUHAHTBI (pU/IarpvHa U Apyrux OenkoB, COAeprKalinux
aTUMUUHYI0 aMUHOKHWC/IOTY LMTPY/UTMH, 00pasylollytocsi B pe3y/jbraTe IMOCTTPaHC/ISLIMOHHOU
Mou(VKallMM OCTaTKOB apruHWHA MoJ, [eHCTBUEM (epMeHTa MenTHAWIapruHUHAeMHHAa3bI.
CemetictBo Allb Bk/IHOUaeT aHTUTeNa K LUKIWYECKOMY LIUTPY/JIMHUPOBAHHOMY TENTUAY
(ALILIIT), aHTMMEepUHYyK/IeapHbIN (haKTOp, aHTUKepaTHHOBLIE AaHTUTeNa, AHTU(MWIIAarpUHOBbIE
aHTUTeNa, aHTUTeJa K  LUTPY/UIMHUDOBaHHOMY  (UWOpDWHOT€HY W aHTUTeNa K
MOUGULMPOBaHHOMY LIUTPY/VIMHUPOBaHHOMY BUMeHTHHY (AMLIB).

1. ALIb obnagaror Beicokout [JC mpu PA (A/B/C). Cpenu ALlB Beaylyro posib B KIMHUYECKOU
npakTuke uMeeT ompezneneHue ALILTI, koTopble sSIBASIOTCS Haubosiee CTaHZAPTU30BaHHBIM
MapKepoM /[i/Isl paHHel TUarHOCTUKHU U oLjeHKU rporHo3a PA (A/B/C)

2. CraHgaptHeiMu Metozamu ornpenenenuss ALILIT B ceiBopoTke KpoBu ciayxar MDA ¢
WCIIO/Ib30BaHMEM B KaueCTBe aHTUIeHa CHUHTeTUYECKUX LUKINUeCKUX LUTPY/I/TMHUPOBAHHbBIX
TIeNTU0B BTOPOrO M TPeTbero IOKOJIeHUs, UMEIOIUX BBICOKYIO CBSI3bIBAIOLYI0 aKTUBHOCTH B
OTHOILIIEHUM IIIMPOKOTO CIeKTpa aHTuTe1, accoumupytoiquxcs ¢ PA (ALUIT, u ALILIT;), a Takke
XeMUJTFOMUHUCLIEHTHBIM aHaiu3 Ha OCHOBE MMKPOYACTHL] W 3/1eKTPOXeMUTFOMUHUCLIEHTHBIN
aHanu3 (A). B kauecTBe CKPUHMHIOBOTO TeCTa MOKET TPUMEHSIThCSI TOTyKOINUeCTBEeHHBIN
MMMyHoxpoMartorpaduueckuii skcripecc-mero, (C).

3. BI'H nipu onpegenenun ALILIIT B cbiBOpOTKe KpOBU cocTasiseT 5-25 EJl /M B 3aBUCUMOCTH
OT (UPMBI-U3TOTOBUTEST KOMMEpUeCKWX HabOpOB peareHTOB. PekoMeH/yeTCsi BbljiesieHHe

HeratuBHbIX (<BI'H); Husko no3utuBHbIX (<3 BI'H) 1 BbicoKo no3uTuBHBIX (>3 BI'H) ypoBHeii

ALILTI (A).
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4. TlonoxurenbHble pe3ynbTathl oOHapyxeHwss ALl B CHIBOPOTKe KpPOBU CJIy>Kar
muarHoctuueckuM kputepueM PA (A). ALILITT — 6osiee BBICOKOCTTOIU(UYUHBIN MAarHOCTHYE CKU
Mapkep PA (OY: 49-91%, OC: 73-99%, OIIIIP: 12,46-17,3, OITOP: 0,36-0,2), ocobeHHo, Ha
paHHel craguu 6omne3nu (U: 39-71%, IC: 93-99%, OIIIIP: 6,04, OTIOP: 0,74) 1o cpaBHEHUIO
c IgM P® (A). Ormpenenenvie AILILIl umeeT BakHOe 3HaueHWe [Jisi [AUArHOCTHUKU
cepoHeratuBHOro o IgM P® PA (uacrora ob6Hapykenusi ALILIT y IgM Pd-orpurjaresbHbIX
6onbHbIX PA coctaBnser 20-40%) (A), auddepeHranbHOM quarHoctukd PA ¢ apyrumu P3
(A/B/C).

5. CeponosutuBHoCTb 110 ALLIIT sB/IsseTcs MPOrHOCTUYECKUM MapKepoM TSDKeI0ro 3p03UBHOIO
nopakeHust cycraBoB 1nipu PA (A/B/C). IlporHoctrueckass 1eHHOcTb ALILIT B oTHOLIEeHUU
Pa3BUTHSI BbIpa)KeHHOW CyCTaBHOUM [eCTpPyKUuM y OosbHBIX PA 3HauMTenbHO BO3pacTaeT MpHU
COBMECTHOM OIIpejle/leHMH AaHHOro Mapkepa ¢ “shared epitope” (SE) HLA DRB1*0101, 0104,
0404 (A/B/C).

6. ObHapyxenrie ALILITT B CbIBOpPOTKE KPOBH CY>KUT TPEJUKTOPOM pa3BuThsi PA y 310pOBBIX
sy (OP:15,9) u y maieHToB ¢ paHHUM HeguddepeHuypoBaHHeM apTputoM (OP: 25-37,8)
(A/B/C).

7. TectupoBanue AILILIT mo3BonsieT mporHo3upoBaTth 3¢dekTrBHOCTL Tepanuu [MBIT y
6ompHbIX PA. CeponosutrBHOCTE 10 ALLITT ¥ BBICOKMI ypOBeHb 3TOrO MapKepa B KPOBH /IO
Hauasa jieueHusl pacCMaTpUBaeTCsl B KaueCTBe IMpeJMKTOpa XOpollero oTBeTa Ha Tepanuio PTM
(A) ipu PA.

8. Ha mo3gueii cragum PA uccrenoBanve ALILIIT Herenecoobpa3Ho. Y cepoHeraTMBHBIX 10
ATIIIT mauueHTOB pekomeHAyeMasi KpaTHOCThb onpefeneHusi ALILIT Ha paHHeit ctaguu PA
coctaBnsier 1 pa3 B 6 MecsileB, Ha pa3BepHyTOM cTafuu — OAHOKpatHOo. Y AIILII-Hu3KO
TIO3UTHBHBIX 00/bHBIX HccienoBanre ALJLITT Ha paHHeii cragyu PA cnenyeT mpoBoauTh 1 pa3 B
3-6 mecsLeB, Ha pa3BepHyTOU ctaguu — 1 pas B rog. Ilpu Beicokon nosutusHocty no AT Ha
paHHel 1 pa3BepHyTOM cTaausx PA pekomeHzayeTcst ofHOKpaTHoe ucciefoBanve ALITIIT.

(D). Kommenmapuiti. IIpu oyeHke kpamHocmu onpedeneHusi ALILII] yuumbieaaucb OaHHble
cucmemamuuecko2o 0b63opa u onucamenbHbIX Uccaedoeanutl o bonbweti cmabunbHocmu ALLIT
no cpasHeHuto ¢ IgM P® (omcymcmaue 8blpajxceHHOU Koppeasyuu ¢ KAUHUKO-1a60pamopHbIMU
nokasamensmMu 80CNaauMenbHoll aKkmueHocmu 3aboneeaHusi, CepoOKOH8epCUU 8 meueHue
3ab0n1e6aHuss U Ha (poHe npoeoOUMOl mepanuu, yeeauueHuss uacmombl OOHApyXHceHUs 8
nooicuaoM eo3pacme) u Heobxooumocmu ebloeneHuss AIL[B-nosoxcumenbHo2o eHomuna PA,
Xapaxkmepu3sylouje2ocsi  YCKOPeHHOU peHmeeHOo/n02u4eckol  npozpeccuell  0ecmpyKmugHO20

nopajnceHusa cycmaeos, msisice/blmM meyeHuem PA ¢ nosbluieHuem O6Ll4€lj fNemasnbHocmu u bosnee
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yacmbIM pazeumuem KOMOpOUOHbIX COCMOSIHULL, C Ue/lblo 8bI60pa coomeemcmayrouje2o Memooda
a¢ppekmueHoll mepanuu.

9. CrangapTHeIM MeTozioM oripefeneHuss AMIIB B ceiBopoTke KpoBu sBisieTcsi MDA (A). B
KayecTBe CKPVHHHIOBOIO Tecra TIPUMEHSIeTCS TMOJTyKO/IMYeCTBEHHbIN
MMMYyHOXpoMaTorpaduuecKuil SKCIpecc-MeToZ, Ha CyXUX TeCT-TIo/0cKax Ayis u3meperuss AMIIB
B LesibHOM KpoBH (C).

10. BepxHss rpanuiia HopMmbl Ipu orpefesnennd AMIIB ¢ nomowmpbto M®PA cocrasisier
20 ENl /mn (A). PekomenayeTcs BbiiesieHUe HeraTuBHbIX (<BI'H); Hu3Ko no3uTuBHBIX (<3 BI'H)
Y BBICOKO 1o3uTuBHBIX (>3 BI'H) ypoBHeii AMLIB (A).

11. TIlonoxkurenbHble pesynabrartbl orpefesneHuss AMIIB B CbIBOPOTKe KpOBU  CJIyXKar
JIOTIOJTHUTE/IbHBIM ~ [JMaTHOCTUUeCKUM  MapkepoM PA  mnpu  oTpuujaTe/ibHBIX — pe3y/bTrarax
oripenenenus IgM P® u AIILII B ceiBopotke kKposu (C). AMLIB o6mazaroT 6oree BEICOKOM Wn
cxogHou 14, Ho menbluen [IC ansa guarHoctuku PA (J4Y: 77%, JC: 89%, OIIIIP: 7,24, OIIOP:
0,28) o cpaBHenuto ¢ ALILIT (C).

12. AMIIB 4Bngi0TCA TMONE3HBIM MapKepoM /I IPOTHO3UPOBAHUSL TSKEIOr0 3PO3KMBHOIO
riopa>keHust cyctaBoB y 6onmbHBIX PA (OP: 7,3) (B).

13. TloBeimmenue ypoBHs AMIIB B Oosblield CTelmeHW acCOLUHMPYETCS C  KJIMHUKO-
nabopaTopHBIMU TOKa3aTessIMU BOCTa/IMTe/IbHOM akTUBHOCTHU PA, uem ALILIIT (B/C).

14. Ha no3gnedt craguu PA uccienoBanue AMIIB Herjeniecoobpa3Ho. ¥ cepoHeraTMBHBIX I10
ALUIT naiueHTOB pekoMeHAyeMasi KpaTHOCTh ompefeneHusi AMLIB Ha panHeil ctaguu PA
cocraBisieT 1 pa3 B 6 MecsleB, Ha pa3sBepHYTOW CTaJuu — OAHOKPATHO. Y HU3KO/BBICOKO
MO3UTHBHBIX 00/bHBIX 10 AMIIB wuccienoBanvie AMIIB Ha panHedi cragun PA cnenyet
npoBouTh 1 pa3 B 3-6 MecslieB, Ha pa3BepHyTOM cTazuu — 1 pa3 B 6 mecsueB — 1 rog (D).
Kommenmapuii. Tlpu oyeHke KpamHocmu onpedeneHuss AMI[B yuumbligaaucb OaHHble
cucmemamuy4eckozo 0630pd, MemaaHaaud U OnNUCame/bHbIX UCCAe008aHull 0 bonbwell Ces3u
AMIIB ¢ kauHUKo-1ab0pamopHbIMU NOKA3amensMu 80cnaaumenbHol akmugHocmu 3aboneeaHus
no cpasHexuio ¢ AILJLII, cHuxceHuu ypoeHsi AMLIB Ha ¢pone mepanuu I'MBIT u Heobxodumocmu
gbloeneHusi AL[b-nonoxcumenbHo2o ¢eHomuna PA, xapakmepusyouje2ocsi —yCKOpeHHOU
peHmeeHon102u4ecKoll npozpeccuell 0ecmpyKmueHOo20 NOPAXCeHUsl CyCcmagos, msdicenbim
meueHuem PA ¢ nosbiwieHuem obujeli siemaabHocmu u 60n1ee uacmbiM pazgumuem KOMOPOUOHbIX

cocmosiHull, ¢ ye/bto 8bIOOpa coomeemcmayrouje2o memooa 3¢pekmusHoli mepanuu.

Antudochomunuanpie anturena (ADJ/I) — reTeporeHHass TOMY/SLUS — ayTOAHTUTEI,

PacCrio3HalIX aHTHUI'€HHbIE A€TEPMHWUHAHTBI dHWOHHBIX U HeﬁTpaJ’lebIX d)OCCbOIIHHHAOB, n
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KOMITJIEKCHBIE 3TTUTOMBI, oOpasyroujiecs B Tporjecce B3auMOJeUcTBUS (GochonunugoB u
dochommnuaCcBA3bIBatOIIMX OE/TKOB T1a3Mbl KDOBH.

1. ADJI gBrAIOTCA CEpOIOTUYECKUM MapKepoM aHTudocomunuaHoro cusapoma (ADC) u
(hakTOpOM pHCKa pPa3BUTHSI TPOMOOTHUECKHX OCJIOKHEHWM W aKylIepCKOW TMaTo/oTUM — TIpU
JaHHOM 3abosieBaHuM. B umciio 1abopaTopHBIX guarHOCTHUYecKnx KpurtepueB AMDC BXOAAT
TIOJIOXKUTE/IbHBIE Pe3y/bTaThl 0OHApy)KeHUst aHTuTeN K KapauonunuHy (AKJT) knacco 1gG/IgM,
aHtuTesn K [3,-rmkoriporenHy 1 (af.-I'II 1) knaccoB IgG /IgM 1 BoMUaHOUYHOTO aHTUKOATYJISIHTa
(BA) (A).

2. IgG/IgM AKJI f0O/DKHBI OTpefiesiATbCd B CbIBOPOTKe B TUTpax, npesblimaromux 40 GPL/MPL
(v 99-b1¥i MPOLIEHTH/TE Y 3[40POBBIX JOHOPOB), B 2 U 0O0Jsiee MCC/IeJOBaHUSX C MHTEPBAJIOM He
MeHee 12 Hezesnb C ToMolbio ctaHAapTHoro VMDA, mo3Bosstoiiero BuisiBisate [, — [T I-
3aBucumbie AKJT (A).

IgG/IgM af,-I'TI 1 fgo/mkHBI OMpefensaTbCs B CHIBOPOTKE C TOMOIIbI0 cTaHAapTHoro M®A B
JIMarHOCTUYeCKUX TUTpax, NPeBbIAMKX 99-blii NPOLEHTUIb Y 340POBBIX [JOHOPOB, B 2 U
Gosiee vccejOBaHUSIX C UHTEPBAsioM He MeHee 12 Hezesnb (A).

BA fo/mKkeH oripeieniiTbCs B I1a3Me B 2 WK Oosiee UCCIeIOBaHUSAX C UHTEPBAJoM He MeHee 12
Hefenb B (OCQONMUNMUA3aBUCUMBIX — KOAry/siLiMOHHBIX —TecTax CTaHAapTHbIM — MeTOZOM,
BKJ/TFOUAIOIIIMM HECKOJIbKO 3TaroB (A):

(@) Ypnunenue dochoMMNUA3aBUCUMOTO  CBepThIBaHUSI KPOBU TPUM  MCIOJIb30BaHUU
CKPUHUHIOBBIX KOAry/asifuoHHbIX TecToB (AUTB, Kao/nWHOBBIA TeCT, TeCT C SiZIOM TaJtOKU
Paccena);

(6) OTcyTCcTBHE HOpPMa/M3alid BPeMeHH CBEPThIBAHUS TI0 IaHHBIM CKPUHUHTOBBIX TECTOB TPU
CMeLIMBAHWN C HOPMaJIbHOM, JIUIIEHHOW TPOMOOLIUTOB TI/1a3MOW;

(B) Hopmanu3aiusi yiIMHEHHOrO BpeMeHM CBepThIBaHMSI KDOBM TIpU J00aBneHMM H30bITKa
docdomunuaos;

(r) VicknroueHue ApPYryxX KOarysomnatuil (Hamuuusi B KpOBM MHruObwtopoB (akropa VIII wmm
rerapuHa).

ITpu otpuraresnbHbIX pe3yabraTax omnpefenenusi BA, I1gG/IgM AKJI, IgG/IgM af3-I'TlI T u
rnozjospeHud Ha Hamuve A®C pekOMeHJO0BaHO [OIOJIHUTeNbHOe ucciefoBaHrue AKJI u
af3,-I'TI I knacca IgA (C).

OuarHo3 A®C He MOXeT ObITb yCTaHOBJIEH, eClyd MPOMeXYTOK MeXAay BbisiBieHreM ADJT u
K/IMHUYeCKUMHU MpH3HaKaMU 3a00/1eBaHus coCcTaB/isieT MeHee 12 Heziesb U 6ostee 5 et (A).

s nocraHoBku auarHoza APC mocTaTouHO OfHOTO M3 Tpex jabopatopHbix KputepueB (BA,
AKJT wmu aB,-I'TI 1), Hammume y OGONMBHOTO HECKONBKUX JjabopatopHbix kputepueB ADC

COTIPpOBOXa€TCA 3HAUUTE/IbHBIM YBEe/IMUEHHWEM PHCKa Tp0M6OTI/I‘-IeCKI/IX OCJIOKHEeHUH (A).
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3. Axturena k jgpyrum @D u  kodakropHeiM  Genkam  (docdarupuncepuny,
docharugunuHosutony,  QocharuguisTaHonamudy,  docbhatugunxonudy, cmecu DI,
nporpoMbuHy, Genkam C, S, Z U aHHeKCMHYy V) He HMeEIOT /J0Ka3aHHOTrO 3HaueHus Jisi
muarHoctuku A®C. B psige ciyuaeB o6HapyxeHue 3tux ADJI accouumupyercsi ¢ «mpe-ADC»
(v «BeposiTHbIM» ADC), KOTOPBIH XapaKTepU3yeTCsl HalnureM y OObHBIX CeTUaToro JIMBE/IO,
XOpeH, TpPOMOOIIUTONIeHWH, TI0Tepb IUIO[A, TIOPaKeHUs KJ/arlaHOB CepAlla U MOXKeT
TIpe/llIeCTBOBaTb Pa3BUTUIO TpoMboTHYecKuX ocsioxkHeHui (C).

4. BI'H npu onpegenenun 1gG aKJI B ceiBopoTke kpoBu Bapeupyet ot 4,0 o 30,0 GPL; IgM
aKJT — ot 3,0 mo 20,0 MPL; IgG/IgM af, - I'TI I — ot 4,0 go 20,0 E[J/M1 B 3aBUCUMOCTH OT
(UPMBI-U3rOTOBUTE/ISI KOMMEpPUECKMX HabopoB peareHTOB. PekomeHayemas BI'H aia ADJT
COOTBETCTBYeT 95-0My MpoLeHTUII0 (YPOBeHb Jl0Ka3aTesibHOCTH B). PekomeHzyeTcs BbiiesieHue
HeratuBHbIX (<BI'H), Hu3ko mno3uTuBHBIX (Mexay 95 - 99 mnpoueHTUIsSMH), yMepeHHO
no3utrBHbIX (99-b111 npoueHTwib — 80 GPL/MPL) u Beicoko nosutvBHbIX (>80 GPL/MPL)
ypoBHei AKJI (B).

5. Tlpy wuCronb30BaHUM B KauyeCTBe AUArHOCTUYECKUX KputepreB ADC TMOM0XKUTe/TbHbIE
pesynbrarsl onpepenenus 1gG aKJI (AY: 45-68%; [C: 71-75%) u I1gM aKIJI (J4: 35-69%; [C:
72-81%) UMeIOT yMepeHHYI0 UyBCTBUTEIbHOCTb, HO HU3KYHO crieLjuduuHocTb. BA (J4: 29-59%);
OC: 81-86%) u IgG/IgM af}, - TII I (O4: 23-60%; [OC: 83-97%) senstoTcss Oonee
CHelMPUUHBIMA, HO MeHee YyBCTBUTENbHBIMU [UarHoctuyeckumu mapkepamu APC 1o
cpaBHeHMo ¢ IgG/IgM aKJT (A).

6. Jl71s1 TpOrHO3UPOBaHMS PUCKA PAa3BUTHS TPOMOOTHUeCKUX ocnokHeHni mipu ADPC Haunbomee
rosie3sHbIMM Mapkepamu siBisitorcsi BA (AY: 59-65%; [JC: 82-87%; OP: 3,04-7,62), IgG aKJI
(d4: 53-77%; OC: 72-85%; OP: 2,49-6,42) u 1gG af,- I'TI I (JU: 24-58%; /IC: 80-95%; OP:
2,4-9,8) (A).

7. [nsi TIpOTHO3MPOBAaHUS PHCKA pa3BUTHS akyllepckod mnaronoruud npu ADPC Haubosee
roJie3sHbIMM Mapkepamu siBjsitorcst BA (JY: 55-58%; [C: 88%; OP: 3,0-8,7), IgG aKJI (A4: 50-
86%; [IC: 64-89%; OP: 5,06-19,0) u IgG af3,- I'TI I (AY: 50-75%; /IC: 84-89%; OP: 7,0 - 27,0)
(A).

8. PekomeH/yemast KpaTHOCTb onpefienienusi BA, I1gG/IgM AKJI, 1gG/IgM af.-I'TI I npu ADC

cocTassisgeT 1 pa3 B 3-6 MecsLieB.

AHTHHeUTpPOUIbHBIE [UTOIVIa3MaTuuecKue anTuTe/na (AHIIA) — reteporeHHast TOMy/ISALUsS
ayTOAQHTUTeJ, pearupyroluMx C ¢depMeHTaMyd LUTOIUIa3Mbl HeuTpoduioB. Pa3nuuaroT fABa

ocHoBHbIX Tuna AHIA - uurorasmaruueckre AHIIA (gAHLIA), B3auMoJeicTBytoOLe C
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npotenHa3oii 3 (ITP3), u nepunykneapusie AHIJA (mAHLIA), crneuvduuHbie B OTHOLIEHUU
muenonepokcuzasel (MIIO). B HekoTopbIx ciiydasx BbisiBstoTCS atunuHble AHITA (aAHITA),
HarpaB/ieHHbIe K HeM3BeCTHBIM L[UTOT/Ia3MaTuiyeckuM Oesikam u 1amyHam A, B1, C.

1. AHIJA aBisr0TCs CepoorMyecKUM MapKepoM CHUCTeMHBIX HeKPOTU3HMPYHOLMX BaCKY/JIUTOB
COCyZIOB cpefiHero v Menkoro Kammbpa (AHITA-accorMMpoBaHHBIX CHCTEMHBIX BaCKY/IUTOB —
AHIIA-CB), K KOTOpbIM OTHOCATCS TpaHy/jlemaro3 C mnonuaHruutoMm (Berenepa) - (I'B),
MUKpockonuueckuit nonmuanruut (MITA) u cuagpom Yepaka — Ctpoc (A).

2. TlepBUUHBIM CKPWUHHHTOBBIM TecToM mjisi onpenenenvss AHLIA sensercs meton HPUD ¢
WCT0/1b30BaHNeM (UKCUPOBaHHbIX 3TaHo/ioM HelTpodunoB (A). uAHLIA paror auddysHbiil
L[UTOT/IA3MaTUUeCKUi  TpaHy/SIpHBIA TN CBeueHWsi C Oosbllell MHTEHCUBHOCTBIO — TI0
HampaB/leHUIO K sApy HeutpopuioB, uyem K nepudepun. NAHIIA xapakTepusyroTcs
nepuHyK/aeapHbIM TUNOM cBedyeHus, aAHLIA — nuddysHbIM MenKOKpamyaTbiM, T'OMOT€HHBIM
WM JIMHEWHbIM L[UTOI/Ia3MaTHUYeCKUM TUINOM CBeueHMsl. [lepuHyK/ieapHbIM TWIT CBeUYeHUSsI
pacLieH1BaeTCs Kak apTedakT, CBs3aHHbIN ¢ PpUKcaLyeil HeUTpohUIOB 3TaHOIOM, PUBOZASILEN K
riepepacripe/ie/ieHUIO TIONIOKUTeTbHO 3apsbkeHHbIX benkoB (MIIO, nu3ormmM, 3/actasa, KaTerncruH
G, nakrodepprH) BOKPYT OTpHULAaTe/bHO 3apshkKeHHOW MeMOpaHbI sipa, UTO MOXKeT /laBaTb
ceeyenue, HaromuHaroijee AH®. Ilostomy npu onpenenenuun nAHIIA wmetogqom HPUD
HeoOXoiMa TOCTaHOBKA COOTBETCTBYIOIIMX KOHTPOJied C (DMKCHPOBAHHBIMH (POPMaTHHOM
HenTpopunamu U ¢ HEp-2 knerkamu. Ha ¢ukcupoBanHbix popmanuHoM HenTpodpuiax AHA
Jlar0T XapakTepHoe sijepHoe cBeueHue, a TAHIIA — nuToruiasmarruyeckoe rpaHysisipHoe.

[Ipy nonoxurenbHbIX pesynbrarax onpegesneHus UAHIA u nAHIA wmetoqgom HPU®D
peKoMeH/lyeTCs IIPOBOAUTL ITIOATBepsKAarolijee UCC/IeZloBaHUe CbIBOPOTOK Ha aHTuTesa K I1P3 u
MIIO c nomotiipto MDA (A).

3. HopmanbHeiii ypoBeHb HJAHLIA u nAHLJA B cbIBOPOTKE KPOBM MPU UCII0/Ib30BaHUU TEXHUKU
HPU® coctansieT MmeHee 1:16-1:20, UDA - menee 5,0-20,0 E/I/Mn (B 3aBUCMMOCTH OT (PUPMBbI-
W3rOTOBUTE/ISI KOMMepUeCKUX HabopoB peareHToB) (B).

4. Obuapyxenre HAHIIA metogqom HPU® siBnsieTcs: BbICOKOCTIEIUGMUUHBIM AUArHOCTUYUE CKUM
mapkepom [I'B (JU: 63-91%, [JC: 95-99%) u MeHee Ti0/ie3HO AJisg AuarHoCcTuku MITA u
cungpoma Yepmxka — Ctpoc (A). [TonoxkurenbHble pe3ynbrathl onpegenenus nAHIIA metozom
HPU®D B coueranuu ¢ UPA MIIO-AHIIA ciyxar mnose3HbIM AUarHOCTUYECKUM MapKepom
MITA (OA4Y: 50-75%, MOC: 80-98%), cungpoma UYepmka — Crpoc, a Takxke
OBICTPOIIPOTPECCUPYIOLIETO  IJIOMepy/ioHepuUTa YW HUAUOTIATUYECKOTO  ajlbBeoJISIPHOTO

reMOpparuueckoro cuagpoma (A).

6. T4 AHIIA Bapeupyet oT 34% 10 92% B 3aBUCUMOCTH OT aKTUBHOCTH, (hOPMEI, CTaZiuy 3ab0/ieBaHu,

pacrpoCTpaHeHHOCTH MAaTOI0rMYeCKOro MpoLiecca U mpoBogumMoit tepanuu (A).
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7. OrcytctBue AHLIA nipu y3e1KOBOM MO/IMapTepyurTe Mo3BoJsieT AU depeHMpoBaTh JaHHY0
¢dopmy Backynauta ot MITA (A).

8. IoBwienve ypoBHst UAHLIA/TIP3-AHIJA siBnisieTcst (hakTOpOM pHUCKa pa3BUTHsST 000CTpeHH
I'B Ha done pemuccuu 6ose3nu (B).

9. Pekomenpyemass kpatHocTb omnpegeneHus UAHIIA/TIP3-AHIJA u nmAHLIA/MIIO-AHLIA

cocrassisgeT 1 pa3 B 3-6 mecsiLieB.

JIabopaTopHbIe MapKepbl BOCIIA/IEHUSA

COD - BBICOKOUYBCTBUTE/bHBIN, HO HecrellM(UUYHbIN U HeCcTaOWIbHBIA MapKep CUCTeMHOTO
BocrasieHus. Ha pe3ysnbratsl orpefenerrss COD BAMSIOT BO3PAcCT, 10/, YPOBeHb (hHOpHUHOTeHa,
P®, runepramMmaryioOymiHeMusi, aHeMUs ¥ p. (pakTopsl.
1. PekoMeHzyeTcst MeXXAyHapoAHbIM MeTtoz, onpeneneHrss COO mo BecreprpeHy Kak Haubosee
YyBCTBUTEBbHBIA TIpU ToBbIIeHUH CO3 (A). BepxHnsisi rpanuija COD B HopMe 10 Becteprpeny
3aBUCUT OT BO3pacTa U TI0jla, pacCuMThiBaeTcs 10 dopmyne: nas >keHmyH COJ
(mm/yac)=(Bo3pact B rogax+10)/2; ans myxurH CO3 (Mm/uac) = (Bo3pacT B rogax)/2 (A).

2. YBermueHre COD cinyKuT 1abopaTopHbIM KlaccH(UKalMOHHBIM KputepreM PA (A).
3. TloBbimenue  CO3>50 wMMm/yac  sIBAsieTCA  K/IACCU(PUKALIMOHHBIM  KpUTepUeM
TUTraHTOKJIeTouHOro aptepuuTta (J4: 95%) (B)
4. TloBbienne COD3>35 MM/uac $IBJSIeTCS [UArHOCTUYECKUM IIPU3HAKOM peBMaThueCKOU
nommvuanruu (J4: 95%) (C).
5. Omnpepenenvie COD MoKeT OBITb IM0/Ie3HBIM [/Is1 OLIEHKA AaKTUBHOCTH BOCIIaJIeHUsT TIpU
TUraHToK/1eTOYHOM apTepuuTe (C), peBMaThueCcKoi MOIUMUAITUU (UCII0/Ib3yeTCsl TIPU TIoZicueTe
nHgekca SDAI PMR) (C) u PA (ucnionb3yetcs ripu nogcuete uHgekca DAS) (A).
5. Haubonee BakHBIMM (haKTOpaMM HeCOBMaeHusi pe3ynbTaToB ompeseneHus COD u CPB y
6osbHBIX PA 1 Ap. cuctemHbiMu P3 ciyxkar uHbeKLus, roueyHass HeJ0CTaTOUHOCTh U HU3KUH
ypoBeHb anbOymuHa B KpoBH (C).

6.PekomeHyemasi KpaTHOCTB oripefiesienust COO cocrabiisiet 1 pa3 B 1-3 mecsia (A).

C-peaktuBHbIil 0e10K (CPB) — kmaccuyeckuii octpoda3oBbiii Oe/I0K 11a3Mbl KPOBH, KOTOPKIM
paccMaTpuBaeTcsi KakK Haubosee UyBCTBUTe/NbHBIA /1abOpaTOpHBIA Mapkep HWH(EKINH,
BOCTIa/IeHUsI Y TKAHEBOTO TTOBPEKeHUS.

1. B 3aBUCMMOCTH OT Lie/IM UCC/Ie[ioBaHUs oripefieieHre KoHieHTpaiuu CPB  ripoBoauTcs
KJaCCHYeCKUMU ¥ BBICOKOUYBCTBUTENIbHBIMU  MeToJaMu.  Kjaccuueckue — MeTOAbI
KonmuecTBeHHOTO aHanm3a CPB B CbIBOPOTKe KPOBH, BKJ/IIOUast pajiiaibHy0 uMMyHoauddysuro,

UMMYHOTYPOUZVMETPHIO ¥ HWMMYHOHe(eIOMeTpHIO, TpeJjHa3HaueHbl i1l BbISB/IEHUS
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nosbllieHHOro ypoHs CPB mpu ocTpoMm BOCmaseHuMM W TKaHEBOM IOBPEX/EHUM B Ipefesiax
Jvaria3oHa KoHueHTpauui 5-500 mr/n (A).

BricokouyBcTtBuTenbHbl aHamu3 CPB  (BuCPB), ocHOBaHHBIM Ha yCW/IEHUM aHaJIUTHUeCKOU
YyBCTBUTE/IbBHOCTH VMMYHOXUMUYECKUX MeTO/I0B (MMMyHO(epMeHTHOTO,
MMMYHOTYpOUAMMeTprUeCKOro 1 UMMyHOHedenomeTprueckoro) B 10 u 6osee pa3 c OMOIIBIO
CrieLMajbHbIX peareHToB,  II03BOJIAeT U3MepsaTb KoHLeHTpaumu CPb Hwke 5 Mr/n u
WCTIO/Ib3yeTcs A1Jisi oLleHKU 6a3anbHoro ypoBHsi BuCPB 1 CBSI3aHHOTO C HUM Kap/[MOBaCKY/IsIpHOTO
pucka (A).

2. B Hopme y 50% 310poBbIX JOHOPOB KOHLeHTpauus CPb B ceiBopoTKe KpoBu cocTasiser 0,8
mr/n, y 90% -3,0 mr/n, y 99% - 10 mr/n. [Ipu 3TOM MHIUBUAyaibHast Oa3a/ibHasi KOHI[EHTpaIyst
CPB poctaTouHo ctabuibHa U He TI0/IBep)KeHa LIMPKafHbIM M3MeHeHHsiM. HopMaribHbIN ypOBeHb
CPbB y B3poc/bIX cocTaB/sieT MeHee 5 MI// (OfHAKO 3HauyeHHsl, MpeBbIlIaloLIe 3MI//, MOTYT
yKa3bIBaTb Ha BBICOKUU PUCK Pa3BUTHS KapAWOBaCKY/ISIPHOM aTO/IOTHH); Y HOBOPOXKIEHHBIX (10
3 Hefenb) — MeHee 4,1 Mr/n; y geteit — meHee 2,8 mr/n (B).

3. Onpepenenne CPb kjmaccMueCKMMM W BbICOKOUYBCTBUTEbHBIMU METOJaMH  SIBISIETCS
TI0/Ie3HBIM TECTOM [/I1 OLIEHKH aKTMBHOCTH T1aTOJIOTMUeCKOro rporecca y 6ombHbIX P3 (B ToM
yuc/ie, py nojcuete uHAeKCOB akTuBHOCTU DAS 28-CPB u SDAI) (A/B/C); MOHUTOPHPOBaHUS
Y KOHTpPOJIs 3(p(peKTUBHOCTH Tepanuu MHTepKyppeHTHbIX UHpekuuii npu CKB, CCH, IM u zp.
P3 c He3HauMTe/NbHBIM MOBBILIEHEM WKW HopManbHbIM ypoBHeM CPb (C); auddepeHianbHOM
nuarHoctuku psifa P3 (CKB u PA) (C).

4. CPB ciyxut y1labopaTtopHbIM KnaccurKariioHHbIM KputepueM PA (A).

5. ¥YBemmuenue 0a3zanbHOUM KoHUeHTpauuu CPB  siBisieTcss  TpeJUKTOPOM — Pa3BUTHSI
PEHTreHOI0rMUeCKUX NU3MeHeHUH, CBUZEeTeTbCTBYIOLIMX O TSDKEIOM JIeCTPYKTUBHOM MOPaKeHUU
cycraBoB nipu paHHeM PA (C).

6. Onpenenenne 6a3ampHOro ypoBHs BUCPB mMeeT BakHOe 3HaueHWe [Ijisi  CTpaThUKaiu
00JTbHBIX PeBMaTHUECKUMHU 3a00/IeBaHUSIMU TI0 CTeTIeHH KapAMOBaCKY/ISIPHOTO pUCKa. Ba3zanmbHast
KoHIleHTparus BUCPB mMeHee 1 Mr//1 COOTBETCTBYeT HU3KOMY, 1-3 Mr//1 — cpeiHeMy, 6osiee 3 Mr/n
— BBICOKOMY Kap/MOBaCKy/JIsipHOMY PHUCKY. YpoBeHb BUCPB ot 3 mo 10 mr/n accouuupyetcs C
cyokmuHnueckuM «low grade» BocrmaseHwem, a Oosmee 10 wmr/m - C CHUCTEMHBIM
nepcuctupytoniuMm «high grade» Bocnanenvem (B).

7. PekomeHiyeMasi KpatHOCTh onipefeneHusi CPb cocrtasnsieT 1 pa3 B 1-3 mecsitja (A).
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