S 1897,
Q\ .

pRS NO@ %

JNlabopaTtopua AMarHOCTUKN ayTOMMMYHHbIX 3a6o1eBaHui
%
Tz
>

HayuyHo-meToguyeckuii ueHTp MuHsgpasa Poccum no
MOJIEKYIAIPHOI MegUuLMHe

ncnermMy mim.akag. .M. Nasnosa

Ten. 994-53-24, 338-71-94, www.autoimmun.ru

MeToguueckoe pyKoBoACTBO Mo 1abopaTopHOiA
AMNArHoCTUKe ayTOMMMYHHbIX U ayTOBOCNa/IMTE/IbHbIX
3aboneBaHum

CosuH C.E., Hazapos B./[]., Ma3uHe A.B., Cypkosa E.A., lNepsakosa M.FO., MowHuKosa
A.H., bauHosa T.B., Xononosa U.B., Ky3Heyosa .A., CudopeHko [.B., AaHka P.B.,
MansiwkuH K.A., bubukosa B.B., bybHosa t0.0., essmkuHa E.A., MycoHosa A.K.,

OenasrneHue:

OO0 oOoooooooooaoao

lMnomHukosa A.A., Bydkosa A.U.
lMod obuweli pedakyueti /lanuHa C.B.

(OO

[ A 2 r
Off s
4
Kopomko 06 aymoummyHHbIX 3aborieeaHusix;
CucmemHbie 3abonesaHusi coeOQUHUMENbHOU MKaHU;
CucmemHasi KpacHasi 80/14aHKa;
AymoseocnanumerbHblie 3abonesaHusi u HLA-I-namuu;
AHmMugocgonunudHbIli CUHOPOM;
LHuasHocmuka HacrieOcmeeHHbIx mpombogbunud;
CuHOpowm LlleepeHa u ckrnepodepmusi;
PesmamoudHbili apmpum u apmponamuu;
LuasHocmuka eackynumos;
AymouMMyHHOE MopaxxeHUe MOYeK;
HuppepeHyuanbHas duaezHocmuka aHeMuu;
LuasHocmuka mMuesioMbl U napanpomeuHemud;
UccnedosaHue cucmembl KOMIIeMeHma u Koazyonamuu;
LiumokuHbI u 6uomapKepbl CUCMEMHO20 80CralleHUs;

Cankm-llemepb6yp2, 2023


http://www.autoimmun.ru/

KopoTko 06 ayToMMMyHHbIX 3aboneBaHUAX

Mepuko-bronornyeckme Kputepun ayTouMMmyHHbIX 3abonesaHuit (Noel-Rose, 1993) ocHoBaHbl Ha
nabopaTopHbIX MOAEMNsAX, MO3TOMY He COOTBETCTBYIOT KIMMHMYECKOW npakTuke. K OCHOBHbIM KIMHUKO-
3NMAEMUONIOrMYECKUM XapaKTepMCTUKaM ayTOMMMYHHbIX 3a6oneBaHum (AU3) MOXHO OTHeCTH:

- NpoLieCChbl HEN3BECTHOW 3TUONOTMU C XPOHUYECKMM CUCTEMHBIM/TIOKaNbHbIM BOCManeHneM;

- BO3HMKAIOT Y NnnL, ¢ 0cobbiM HAabopPOM reHOB MMMYHHOTO oTBeTa (B T.4.reHoB cuctembl HLA);

- A3 yacTo coyeTaloTcs Mexay coboin y OAHOro nauneHTa;

- 06bI4HO NogaatnTCa Tepanum UMMYHOCYNPECCUBHBIMU NpenapaTami;

- B KPOBW 1 BMOMOrMYECKNX XUAKOCTAX OBHaPYXMBAOTCA ayTOpeaKTMBHbIE MMMAOLMTLI U ayToaHTUTenNa.
AyTtoBocnanutenbHble 3aboneBaHus (AB3) saBnsiotca  BapuaHtom  AU3, nockonbky — Takke
XapaKkTepuayloTcsi BocnaneHvem 6es3 aTmonorudeckoro dakropa, CBsidaHbl C reHaMu UMMYHHOTO OTBETa,
noaaaTCcs UMMyHOcynpeccuBHown Tepanuu. B otnmuum ot AU3, 06ycnoBneHHbIX T.H. «ayTOMMMYHHOMN
peakuuen», B OCHoBe naTtoreHesa AB3 nexwvT natonorns perynsumm BpoXXAeHHbIX MMMYHHbIX OTBETOB.
OnucaHo 6onee 100 AU3 n AB3, KpoMe TOTO MHOXECTBO COCTOSIHUIA MMEKT ayTOMMMYHHbIA NaToreHes.
XoTsa TpaamumoHHo A3 OTHOCHT K pedKUM HO30MOrMsIM, OAHaKO0, MO pa3HbIM OLleHKaM, OHM COCTaBNSOT A0
20% obLeTepaneBTUYECKON MaTonorvn. nMAeMUONormyeckne NUCcCcnefoBaHus nokasbiBatoT, YTo A0 9%
nonynsuun nmetot AU3. 3a nocnegHune 20 neT 3aperncTpypoBaH obLemmpoBoi poct uicna AU3, B Tom
yncne MHOrokpaTHoOe yBenuyeHue pacnpoctpaHeHHocTn CKB n cuctemHbIx peBMaTuyeckux 3aboneBaHui,
caxapHoro anabeTa, paccesiHHOro ckneposa u BocnanuTenbHbIX 3a00neBaHnin KLeYHrKa. JTo No3sonseT
roBoputTh 00 «3NUAEMUN ayTOMMMYHHbIX 3aboneBaHMM», K MPUYMHAM KOTOPOW OTHOCHAT pasBuTWE
XMMWYECKOM NPOMBILLINIEHHOCTU BO BTOPOW nornoBuHe 20 Beka, aAblOBaHTHYH TEOPUIO, YKa3bIBAIOLLYHO
Ha ponb aAblOBAaHTOB MMMYHWTETa B COCTaBe BaKUMH W 3K3OTEHHbIX BELLECTB, @ TaKKe F'MrueHMYecKyr
Teoputo, OOBACHSIOLLYIO YBENMUYEHNE YMCna ayTOMMMYHHbIX 3ab0neBaHui M3MEHeHsIMU B MUKpodnope
OopraHv3ama, CHKEHWEM Yncna UHAPEKUMIA U FINCTHBLIX UHBA3WNA.

B natoreHese AM3 npuHMMalT yvacTMe BCE MeXaHu3Mbl WMMYHWTETA, BKHOYAs BPOXOEHHblE W
npuobpeTeHHble (Kak rymoparnbHble, Tak U KNeTouHble). Ha cerogHAWHUA AeHb KNMHUYECKN onpaBaaHHbIX
METOAOB OLEHK/ KIETOYHbIX MMMYHHbIX OTBETOB He CyluecTByeT. BbisBneHve aytoaHTuTen, T.e.
ceporormyeckne MeTodbl, SBMATCA OCHOBHbIMM B AnarHoctuke AM3 n BxoaaT B kputepumn psga AAS.
AyToaHTUTeNna npeacTaBneHbl Genkamu-MMMyHOrnobynmMHammn, HanpasneHHbIMW MPOTUMB  COBCTBEHHBIX
aHTUreHOB OpraHW3ma, OHW MNPUHMMAlOT y4yacTme B nartoreHese MHormx AW3. AyTtoaHTuTena 4vacto
HanpaBsreHbl NPOTMB aHTUreHOB OAHOro BWAA, YTO MO3BONSET OObeAMHATb UX B CEMEeWCcTBa, Hampumep
CeMeNCTBO aHTMHYKNeapHbIX aHTUTEN, CEMECTBO aHTUMUTOXOHAPWANbHbLIX aHTUTen 1 T.4. Mpy cUCTeMHbIX
peBmaTnyeckmx 3aboneBaHunsX, ayTOMMMYHHbIX MOPaXEHUAX MeYeHU, ayTOMMMYHHbIX SHAOKPMHONATUSX
OTMEYaKTCs  «MNEpPEeKpPecTHble  CUHAPOMbI»,  BKIHOYAlOWME  CUMMTOMATUKy  Heckonbkux — AUS.
KomBunHupoBaHHOe BbIsiIBNEHVE CNEeKTpa ayTOaHTUTEN BaXHO ANS AMArHOCTUKW TaknX COCTOSHUM.

XoTsa aytoaHTuTena B 6ONbLUMHCTBE CryvaeB SBMAOTCA HaAeXHbIMM Mapkepamu AU3, ogHako HekoTopble
MX PasHOBWMOHOCTM CPaBHUTENbHO 4YacTo MOryT ObiTb OBHapyKeHbl Yy 340pPOBbIX ML, a BbISBMAEMOCTb
pacTeT ¢ BospacToM. K aytoaHTWTenam, KOTOpble MOryT ObiTb CRy4anHOW HAaxXOAKOW Y KIMHUYECKU
3[0POBbIX UL, OTHOCAT aHTUHykneapHbli daktop (3-5%), aHTudochonunuaHble avtutena (5-10%),
peBMaTouaHbin dakTop (3%), aHTuTena kK Tupeonepokcuaase (4%), aHtutena k muokapay (5%), aHtutena
K ckeneTHomn Mblwwe (3%). MoaTomy npu AMarHOCTUKE ayTOMMMYHHbIX 6onesHel 6onbLuoe 3HadeHne nmeet
YyBCTBUTENbHOCTb U CNELMPUYHOCTb KOHKPETHOro Ttecta. YyBCTBUTENBHOCTb OMpeAenseT, Kak 4acto
aHTMTEena BCTpevatoTcs y nuu ¢ 3abonesaHnem. CneunduryHOCTb, HA060POT, onpeaenseT % OTCyTCTBUSA
aHTUTEN B KOHTPOMbHOW rpynmbl C ApyruMun 3abonesaHnsmu. Tak, HanpuMmep, ecnu cneumduyHoCcTb paBHa
90%, 70 10% B KOHTPONbHOW Trpynne WMeKT aHTuTena, T.e. kaxabvim 10-4 Tect OGyner
NoXHOMNonoXuTenbHbIM. Bonee 4yBCcTBUTENbHBIE TECTHI LieNecoobpasHo MCNonNb3oBaTe NMPU CKPUHWUHIE
(T.e. paHHeln gmarHocTuke) 3abonesaHui, Gonee cneunduyHble - NMPVM NOATBEPXKAEHWW AunarHosa (T.e.
anddepeHumansHoi guarHocTuke). [na npakTuyeckoro Bpaya MonesHbIM NokasaTteneM, OLeHVBaoWmnM
3HayeHve nabopaTopHOro Tecta siBnseTcs hakTop pucka, oNpeaensoLwmii BO CKOMNbKO pa3 yBenuymBaeTcs
BEPOSATHOCTb AnarHosa 3aboneBaHui Mpu  MOMOXMTENbHOM pesynbrate Tecta. PakTop pucka
paccunTbiBaeTcs kak YyBcTBUTENbHOCTL /(1-CneundmyHocTs). Tak npu vyyBcTBUTENBHOCTH TecTa 90% n
cneunduryHocTn 95%, daktop pucka byaet paBeH 18, 4To obo3HavaeT 18-u KpaTHOe yBenuyeHue pucka
AaHHoro 3abonesaHNsa NO OTHOLLEHUIO K NPETECTOBOW BEPOATHOCTbLIO 3ab0neBaHus.

AHTuTena B nabopaTopusix OMNpPeaensloT HEeCKONbKMMW  MeTodamu, Mpexpae BCero,  HenpsmMomn
mMmmMmyHodpntoopecueHumein (HPU®), metonom ummyHodepmeHTHoro aHanusa (MDA), MMMYyHOBNOTTUHIOM.
MeTon HenpsMon WMMYHOMIOOPECLEHUNN SABNSETCH HauMyylWwuMm AOns onpefeneHus aHtuTen K
HepacTBOPMMbIM TKaHEBbIM @HTUreHam, Kpome TOro, B OJHOM TeCTe MOXHO OnpedenuTb aHTuTena K
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HECKOMbKAM MULLEHSIM, YTO AenaeT ero onTuMarbHbIM METOAO0M AN CKPUHUHIa ayToaHTuten. Ecnmn ToyHo
OXapaKTepu3oBaH aHTUreH, C KOTOPbIM CBSA3bIBAOT ayToaHTUTeNna, TO WUCNonb3yeTcs MeToa
MMMyHodepmMmeHTHOro aHanusa (MPA) unu ummyHobnorttuHr (MB). CopepxaHue aytoaHTUTEN U
UMMYHOrMOBYNMHOB OObIYHO CHMXaETCs NPU Ha3HaYeHU MMMYHOCYTNPECCUBHON Tepanun u nNpu xopoLuem
oTBeTe Ha neveHve. OgHako, MMMYHOrMOBYNMHbI BeECbMa CTabuibHbl M BpeMsl nornypacnaga MOonekyn B
opraHvamMe cocTaBnsieT okono 1 mecsiua. B cBsi3u ¢ aTuM, NOBTOpHbIE ceponorndeckne obenegoBaHus Ans
obHapyxeHus ayToaHTUTen uenecoobpasHo NpoBOAMTL He 4Yawe 4em pa3 B 3 mecsua. AyToaHTutena
hOPMVPYIOT UMMYHHbIE KOMMMEKChI M 3anycKatoT KIacCU4YecKui MyTb CUCTEMbl KOMMIIEMEHTA, MO3TOMY Mpwu
MHOrMX AM3 oTMevaeTcsi BbIpaXeHHas MNOKOMMNIIEMEHTEMUS, CBUAETENbCTBYOWaAs O noTpebneHun
aktopoB  komnnemeHTa. Ocobovi  pasHOBWAHOCTBIO  AyTOAHTUTEN  SABNSIOTCA  ayToaHTuTena
npeacTaBleHHble  napanpoTeMHaM, T.e. MOHOKMOHanbHbIMM  MMMyHornmobynmHamn. Tak — 4acTo
MOHOKIOHanbHbIM ~ MOXeT  ObiTb  peBMaToMAHbIA  DaKTop, remoarrmioTUHWHBI,  aHTuTena  npu
nonuHeriponaTuax. B aTom cnyyae BbisiBNeHne aytoaHTUTen cnedyeT AOMNOMHATL MMMyHOMUKcaumen ans
onpeneneHns KnoHanbHOCTU MMMYHOMNOOYnMHOB. [nsi MOHMTOpUpoBaHust nedveHmss A3 ¢ CUCTEMHbIM
BOcCnaneHnem obbI4HO NCMONb3YIOTCS BbIsIBNEHVE NnokasaTenei ocTpodga3oBoro orBeTa, Takux kak CO3 n
CPB. B cBs3u c BbICOKOM CKOpOCTbIO nonypacnaga (18 yacos), npu Ha3HavyeHun adppeKTUBHOM Tepanum
aHTUbMoTUKaMnM/MMMyHocynpeccaHTamu KoHueHTpaums CPB BosBpallaetcs B HOpMy Yepes 3 AHs mnocne
Havanma neveHus, B TO Bpemsi Kak CHwxeHne COJ MoxeT 3aHMMaTb HeCKonbKo Hepenb. HoBble
nHdopmaTVBHbIE BoMapkepbl NMoNe3Hbl AN OLEHKU cUcTeMHOro Bocnanexns npy AB3 n AU3.
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CucTtemHble 3aboneBaHus coeanHuTenbHon TkaHu (C3CT): cucmemHas KpacHas gonyaHka (CKB),
CcKnepodepmusi U CUCMEeMHbIU CKepos, c.llleepeHa, socnanumesbHbie MUONIamuu, cMewaHHoe
3abonegaHue coeduHumersnbHol mkaHu, c.PeliHo, CRES T-cuHOpOM, t08eHUsIbHbILU Or1u20apmpum.

Mpu CKB un gpyrux C3CT MMMYyHHbI OTBET HanpaBneH NPOTUB HYKNEeOMNpOTEUHOBbLIX aHTUIEHOB, T.€.
KOMMIIEKCOB HYKMEWHOBbLIX KWUCMOT K 0enkoB. 3OTU SHAOrEHHble HYKNeOornpoTEeUHOBbIE KOMMIEKChI
obpasyloTca B Xo[e MpoLecca anonTto3a 3NUTENUMOLMTOB 1 HanOMUHAKT YyXepoAHble BUPYCHbIE
YacTuubl. XoTs Bonpoc 0 3HadeHun anonto3a npu C3CT He pelueH, 4oKa3aHOo, YTO YCKOpeHMe MpoLeccoB
anontosa noA AeWCTBMEM YnbTpadproneToBoro o6MnyyYeHWsi, BUPYCHbIX MHMEKUMiA M nekapcTBEHHbIX
npenapaToB 3aryckaeT ayToMMMyHHble oTBeTbl npu CKB. Mpu anonto3e OCHOBHbIE aHTUrEHbl aHTUTEN
KOHAEHCUPYIOTCA B amnonTOTUYECKMX Tenblax, KOTOpble CTaHOBATCA MULLeHblo Ans ayToaHtuten. B
HacTosilee Bpemsi onucaHbl okono 200 pasHOBMAHOCTEW aHTUTeNn K  HyKrneonpoTemHam u
PUBOHYKNENHOBBLIM KUCIOTaM, KOTOpbIe MOMyYnnu Ha3BaHne aHTUHykKreapHble aHTuTena (AHA). Ins vx
BbISIBNIEHNS UCMONb3yloTcst TecT HPU® Ha anutenuanbHOM KNeToYHON NHMM Hep-2, KOTOopbIN B POCCUACKOM
nuTepaTtype Ha3bIBaeTCs «aHTUHyKNeapHbI chakTop» unm AH®. MexayHapoaHble pekomeHgaummn (Agmon-
Levin N et al. 2014) npn3HaloT 3TOT TECT Hanbonee YyBCTBUTENbHBIM METOAOM BhisiBNeHMss AHA.

YunTbiBasi pas3HooOpasve MULLEHEN ayTOaHTUTEN, OCHOBHbIM MeToAoM OOGHapyxeHusi AHA saBnsietcs
Henpsmas PU®, nocne npoBegeHUs KOTOPOW MCMONb3YIOTCA ApyrMe MeTOAbl BbISIBIIEHUSI aHTUTEN, npexae
BCero ummyHobnot. Metoapl ckpuHuHroBoro BbisgneHus AHA (AHA-CKpuH Hanpumep), OCHOBaHHbIE TONbKO
Ha NOA n uMMyHOXMMMM, MOryT BbITb HEAOCTATOMHO YyBCTBUTENbHBLI Ans auarHoctuku CKB u apyrux
3abonesaHuii. AHA He obnagaroT LMTOTOKCUYECKUM OENACTBUEM Ha KIETKM YenoBeka, OOaHaKo, MMMYHHbIE
KOMMIEeKChbl CNOCcOGHbI 3amnyckaTb BOCManeHue B MecTax, rAe Cocydbl OCODEHHO TOHKW, B TOM 4ucne B
noukax, koxe, LIHC, cuHoBuu, nnespe. OTNOXeHUs1 ayTOaHTUTEN B MOYKaX UMW KOXe MOryT ObiTb BbISIBNEHbI
C NOMOLLbIO MPSAMOr0 MMMYIIOOPECLIEHTHOrO McceAoBaHNs (CM. BUMOMNCKSA KOXM - BONYaHOYHas nonocka),
KOTOpOE ABNSAETCA OgHUM M3 MeToaoM avarHocTuku C3CT (mecm 01.02.15.315).

Hoeble pamarHoctuyeckme kputepum CKB (ACR/EULAR2019) 3HauMTenbHO  paclimpsiioT  pofb
MMMYHOIOrMyeckmx nabopaTopHbIX TECTOB B NocTaHoOBKe AnarHo3sa. MNpexae Bcero, AH® Ha Hep-2 kneTtkax
(mecm 01.02.15.005) vcnonb3yeTcd B KayecTBe KpuTepus oOTOOpa MauvMeHToB AN AanbHemnwen
OMarHoCTMKM, a OTCYTCTBME TUTPOB  aHTUTen wucknovaetr guarHo3. B kavectBe kputepune CKB
ncnonb3ytotcs aHtutena k acAHK (mecm 01.02.15.124), antuten k Sm (mecm 01.02.15.165),
aHTugochonunuaHele aHtutena (mecm 01.02.15.875) v runokomnnemeHtemuss (mecm 01.02.15.715), a
Takke Tecta Kym6ca (mecm 01.02.15.890) noateBepxaeHnsi ayTOUMMYHHOrO remonu3aa. [Ina avarHocTuku
apyrux C3CT Takke ncnonb3yTcs MMMYHOGNOT npu cknepogepmun (mecm 01.02.15.535) n nMmyHo6noT
npv BocnanuTenbHbiX Muonatuax (mecm 01.02.15.320).

Tecm 01.02.15.005 AHmuHykneapHbit chakmop (AHP) Ha krnemoyHou nuHuu Hep2 (HPU®D)
AHTUHyKNeapHble aHTuTena obHapyxuBaloTcs Onarogaps WX CBA3bIBAHWIO C  BHYTPUKNETOYHBIMU
aHTUreHamu nepeBUBaeMOV NIMHUM KINETOK anuTenns Yyenoseka (HEp-2). AHTMHyKneapHbI hakTop OAuH 13
OCHOBHbIX CKPUHWMHroBbIX TecToB npu Bcex AN3. CopepxaHne aHTMTEN oOueHMBaeTCAa B Buae TuUTpa
CbIBOPOTKM, YeM OH Bbllle — TeM aHTuTen bonblie. AH® B TuTpe 1:80 oTMeyaeTcsi y 30% 380pOBbIX N,
TuTpbl 160-320 MoxeT oTmeyatbes y 1-5% 300poBbix nuu, B TuTpax 640 n 6onee ykasbiBaeT Ha BbICOKYHO
BeposTHocTb C3CT, npexage Bcero CKB. Kpome TuTpa CbIBOPOTKM, MpW MOMOXMTENbHOM pe3ynbraTe
aHanusa onucbIBaeTCH TUM CBEYEHUs SA4pa WM LMTONNa3Mbl KNeTkn. Tun cBeyYeHnst o6yCcrnoBmeH LUMPOKUM
CNEKTPOM aHTUTEN, KOTOpblE HAXOAAT CBOM MULLEHW BHYTPW KNeTku. B cooTBeTCTBUM C MexayHapoaHoN
Homeknatypon |ICAP onucaHo 30 TtunoB (AC-#) cBeyeHums (cM. www.anapatterns.org), opgHako B
KIMMHUYECKOW NMPaKTWKe Yalle BCero BCTPeYaeTCcst HECKOMbKO OCHOBHbIX BApUaHTOB:

Tun ceedyeHusi AC-# MuweHu aHmumen BabonesaHus

[oMoreHHbIn/ AC1/ XpomaTtuH (acOHK, rucTtoHbl) CKB, cknepogepmusi,
Mepudepuyeckuii AC11,12 ayTOMMMYHHblE 6ONe3HW NeYeHn
paHynsipHbIv AC4,5 HykneonpoteunHbl(RNP,Sm,SS-A) CKB,OKB,PA oPA, c.lLlerpeHa
AppbiwKoBbIn ACB8-10 | AHTUreHbl sgpbilika OunddpysHas cknepogepmusi
LleHTpomepHbIn AC3 LleHTpomepa B xpomocome(CENP) | JlokanusoBaHHasi cknepogepmust
Lintonnasmatundeckunii | AC715-20 AHTUreHbl uMTonnasmbl AyTOMMMYHH.60ne3H1 nevyeHun
Touku B sgpe AC6,7 HykneonpoTeuHbl AyTOMMMYHH.60ne3H1 nevyeHun
MuToXxoHApWAnbHbI AC21 MuToxoHgpumn MbLL

WHoraa moryT ObiTb OOHOBPEMEHHO OMUCaHbl 2 TUMA CBEYEHWS, MpU KOTOPOM OAMH B HU3KUX TUTpax
MackupyeT Apyroi. [lpu BbiSIBNeHWM nonoxuTensHoro pesynbtata AH® HeobxoauMo nocTapaTbCs
YCTaHOBUTb @aHTUIEHHbIE MULLEHN aHTUMHYKIeapHbIX aHTUTEN C NOMOLLbIO BbigBNeHns aHtuten k acAHK n
psina MMMYHOGMOTOB, BbISIBMSIOLLMX aHTUHYKIeapHble aHTuTena (mecmsoi 01.02.15.165/535/320).




Tecm 01.02.15.245 CkpuHuH2 cucmeMHbix 3aboneeaHuli (AH® u SHA (ENA)-ckpuH)

MpencrtaBnsiet cobont kombuHaumo AH® 1 NPA-Tecta ana obHapyXeHUss aHTUTEN K 3KCTparMpyembim
AnepHbIM aHTureHam (OHA) - mecm 01.02.15.160. SHA - 3TO nerko pacTBopvMMble KOMMOHEHTbI sapa
KNeTKu, KOTopble MOryT yTpauMBaTbCs U3 anuTenuanbHOW KneTkn nuHum Hep-2 npu ee dwmkcauyn. B Tom
cnyyae (He 6onee 3-5%), ecnn aHTUHyKINeapHble aHTUTeNa Hanpa.neHbl Tonbko kK OHA-aHTureHam, AH®
6ynet noxHo-oTpuuatensHbiM. [pu gunarHoctuke C3CT paHHoe KOMOBMHMpPOBaHHOE oOGcnegoBaHue
obnapaeT 4yBcTBUTENBHOCTLIO 98-99%, 4YTO MO3BONSET MCMOMbL30BaTb €ro AN UCKIIYEHWs AuarHosa
C3CT (ckpuHUHra) B criy4ae HesiCHOWN KIIMHNYECKON KapTWHBbI.

Tecm 01.02.15.124 Aumumena k deycnupansHol AQHK (dcHK) IgG (mecm emopo20o nokosieHusi)
AnTnTtena k acfHK sBnslTCS ogHMM M3 OCHOBHbIX cepornormyeckux nokasartenen npu CKB (20-40%
cnyyaeB). Tect MUOA BToporo nokoneHust «DNA-NcX», ocHoBaHHbIN Ha komnnekce aAcOHK u Hykneocom,
obecneumBaeT YyBCTBUTENBHOCTL 60-70% NpPK BBICOKON CNELMMUIHOCTH, B TO BPEMS Kak TPaAWLMOHHbIE
TeCcTbl MepBOro MOKOMEHNS MOryT [aBaTb JIOXHOMOMNOXWUTENbHbIE pe3ynbTaTtel. B cooTtBetcTBUM C
pekomeHgaumusammn (Agmon-Levin N et al. 2014) npn nonoxuTtensHoM pesynbtate NPA Tecta gomkeH 6biTb
npoBedeH TeCT noaTBepXAeHus cneunduyHoCTb aHTUTen Ha knetkax Crithidia Iluculia (mecm
01.02.15.905). AvTuTtena k AcAHK yyacTBytoT B natoreHese nopaxeHus novek npu CKB. Tak kak noyeyHas
membpaHa n ac[HK oTpuuaTenbHO 3apskeHbl, TO MOMOXUTENbHO-3apsKeHHbIe aHTWTena pearvmpyloT C
MoYeyHon MembpaHoW, YTO MNPUBOAMT K pa3BuUTUO rnomepynoHedpuTa. LlenecoobpasHo BbISBNSATH
aHTuTena k acfHK coBmectHo ¢ AH®, aHTUTenamu K KapAMOMUMUHY W HykneocoMam  (mecmbi
01.02.15.005/130/230/425/435). PerynsipHble u3amepenus aHvtuten k AcOHK u rmnokomnnemeHTtemwus
(mecm 01.02.15.715) ncnonb3yloTcs He pexe,vyem 1 pa3 B 3 Mecsiua ans oueHkn aktmeHocT CKB.

Tecm 01.02.15.425 Aumumena K HyknieocoMam kKnacca IgG (mecm emopo20o nokosieHus)
Hykneocombl, npeacTaBnsaT coboi CTPYKTYpHbIE eAMHMLBI XpoMaTuHa, coctoswme 3 [IHK u ructoHoBbIx
6enkoB. Mo cCoBpeMeHHbIM NpeACTaBMNEHUSIM OHU SIBASIKOTCS OCHOBHOW MMLLEHBIO UMMYHHOTO OTBETa Mpu
CKB u otmevatotcs B 50-60% cnyyaeB knaccuyeckon CKB ¢ nopaxeHnem BHYTPEHHMX OpraHoB W MOYeK.
Mcnonb3oBaHue TecToB 2 reHepaumm No3BonseT n3bexarb NePeKPecTHbIX pPeakuunii ¢ ApYrvMMU aHTUreHamu.
Tecm 01.02.15.925 AHmumena k numghoyumam knacca IgG

AHTWTEna Kk nuMdounTaMm HanpaBfieHbl K MOBEPXHOCTHbIM aHTUreHam NUMAOLMTOB, YKa3biBalOT Ha PUCK
nMmdoneHun Npu CUCTEMHOWN KpacHon BonyaHke n oTmedatoTtca y 30-40% 6GonbHbix CKB, noatomy ux
OTHOCSIT K YMCIly YacTblX MapkepoB 3Toro 3aboneBaHusl. AHTUTENa K NUM@OLUTAM TakKe BO3HUKAOT Mpu
numdoneHnsx nocre remoTpaHcdysuii, TpaHcnnaHTauum n BUY nHdekumn.

Tecm 01.02.15.165 UmmyHO6/10m aHMUHYKI€apHbIX aHmumes

MIMMYyHOGNOT  aHTUHyKINeapHbIX aHTUTen npeactaBnsieT coboil OCHOBHOM MeTofd — onpeaeneHus
cneundunyHOCTM aHTUTEN MpY NOMOXUTENbHOM pesynbTate AH®. 3TOT MeTon xapakTepusyeT BbICOKast
cneundunyHoctb  obcnepoBaHns. C  ero MNOMOLWbBIO  BbISBASAOTCS aHTUtena K 15  pasnunyHbiM
BHYTPUKNETOYHbIM aHTUreHam. HekoTopble M3 HMX OObLIYHO BCTPEYAalTCs U30NMPOBAHHO, HEKOTOpble
OTMEYalTCs COYETAHHO.

AHTUreH 3HayeHue AHTUrEH 3HayeHue

Sm (Smith) 10 kputepuin CKB SnRNP/Sm C-m Wapna, CKB

SS-A (52 n 60 kda) CKB, OKB, c-m LerpeHa [ucmoHbI CKB, cknepoaepmus
SS-B CKB, c-m LLerpeHa Scl-70 Cknepogepmusi

PCNA BonyaHouHbI HedpuT PM-Scl CknepoaepmMusi/MMo3nT
Pubocombli (Ribo P) JltlonounagHbIvi uepebput CENP-B Cknepogepmusi, CLU
Hykneocomb! BonyaHouHbI HedpuT Jo-1 Monumwnosnt

dc4HK 10 kputepuin CKB AMA-M2 BunuapHbii umppos, CLL

CneunduYHOCTb aHTUHYKINEapHbIX aHTUTEN Adaxe npu BbICOKMX TuTpax AH® yaaeTtca ycTtaHOBUTL ganeko
He Bcerga, MOCKOMNbKY OCTalOTCsl HeoXapaKTepu3oBaHbIMW PSiA, aHTUrEeHOB aHTUHYKNeapHbIX aHTuTen.
OTpuuaTenbHbIn  pesynbTaT MMMyHODNoTa B 3TOM cryyae He wcknoyaeT puarHosa C3CT. Psapg
aHTWHYKINeapHbIX aHTUreHOB OMNpefensitoTcsa €  MOMOLLbI0  APYrMX  MMMYHOOMOTOB,  BbISIBNSIOLLMX
aHTUHYKINeapHble aHTUTENa Npu BocManuTenbHbIX Muonatusix — (mecm 01.02.15.320) v nMmyHOGNoTe
aHTUHYKIeapHbIX ayToaHTUTen npu cknepogepmun (mecm 01.02.15.535).

Tecm 01.02.15.535 UMMyHO610m aHMUHyK/I€eapHbIX aHmumeJs npu ckiepodepmuu

MeTog BbisiBneHusi ocHoBHbIX (Scl-70 u CENP-B), a Takke psga MUHOPHbIX aHTuTen (B Tom uucne PM-Scl n
RNAPol), koTopble onpegensoT 0COGEHHOCTU KIMHNYECKON KapTuHbl AUddYy3HOIM CKIIepoaepMum, a Takke
onpeaensioT akTMBHOCTb M NPOrHo3 aToro 3abonesBaHus.




AHTUreH 3HauyeHue AHTUrEH 3HauyeHue

Scl-70 CuCTeMHbIV cknepos QubpunnspuH | Cknepogepmusi

CENP A u CENP B CREST-cnuHgpom NOR90 ManocneuudunyeH

PM-Scl (75/100) Cknepogepma/mMnosnt Th/To Jlokanu3oBaHHas cknepogepmusi
RNPPollll(RP11/RP155) | TMopaxeHue BHYT. opraH Ku Cknepoaepmusi/CKB

Tecm 01.02.15.1340 AHmumena k SSA-aHmuzeHy (6one3Hb/cuHopom Llle2peHa)

AHTuTEna k Ro60/SS-A O0THOCATCH K YacTbiM aHTUHYKeapHbIM aHTuTenam. OHM He ABNsloTCA abCconoTHO
crneunduyHbiMM  ansa  6onesnu/cuHapoma LllerpeHa (BcTpevaloTcs Takke npu  OPYrUX  CUCTEMHbIX
3aboneBaHNAX COeQUHUTENBHOW TKaHM), OOHAKO SBMSIIOTCS BaXXHbIM AMArHOCTUYECKUM MapKepoM, KOTOpPbIi
BXOAWT B AuarHoctudeckue kputepun donesnm LerpeHa ACR/EULAR 2016.

Tecm 01.02.15.1330 AHmumena k ¢podpuHy knaccoe IgG u IgM (6one3Hb/cuHdpom LllezpeHa).
AHTUTENA K anba-hoapVHY BbISIBNSIOTCS Ha paHHUX cTaausix 6onesHu LLerpeHa, nHorga oo nosiBneHus
aHTuTen k SS-A n SS-B. TecTvpoBaHve npednoyTUTENBHO CoYeTaTb C APYTMMU TECTaMMU.

Tecm 01.02.15.325 AHmumena npu eocnanumesibHbIX Muonamusix: aHmumena k Mi-2, Ku, PM-Scl
75, PM-Scl 100, anmucuHmemasHbie aimumena (Jo-1, PL-7, PL-12, EJ, OJ)

BonblMHCTBO BOCNanNMUTENbHbIX MUONATUI SBMSIOTCS BTOPUYHLIMKU U BO3HUKAKOT B pamMKax NepekpecTHOro
CYHApPOMa C APYrMMW ayTOMMMYHHbIMU (CUCTEMHbIMK) 3aboneBaHusmu: CKB, cknepogepmoin, 6onesHbio
PeitHo, OepmMaTtoMMO3UTOM, CMellaHHbIM 3aboneBaHMeM COeauHUTENbHON TkaHu. OBGHapyxeHue
ayToaHTUTEeN yKa3biBaeT Ha BeayLLylo NpuynHy 3abonesaHus.

AHTuteno| CuHgpom AHTUTENO CuHapom

Mi-2 depmaToMmosnt PM-Scl 75/100 MonumnosnT n cknepogepma

Jo-1 AHTUCVHTETa3HbIN CUHOPOM: SRP HekpoTuaupytowwasa muonatus,
p1Bpo3 nerkmx, «pyka mexaHuka nopaxxeHvie cepaua

Ku Monumwnosnt npu CKB OJ, EJ, PL-7, PL-12 | AHTWUCMHTETa3HbIi CUHAPOM

Tecm 01.02.15.315 UmmyHoghnroopecueHmHoe uccredoeaHue 6uonculi_koxu (IgG, IgA, IgM, C3,
C1q) — mamepuas 8 mpaHcrnopmHou cpede

B anarHocTtuke nysbipHbIX AepMaTo3oB 3TOT TecT obnagaet noutn 100% 4yBCTBUTENBHOCTBIO U SBMAETCS
«30Mn0TbIM cTaHAapToM» obcnenoBaHus. Mpu cuctemHbix 3aboneBaHusix npexae Bcero CKB, MoxeT GbiTb
obHapyxeHa «eoJi4aHOYHasi MoJlocka», npefcTaBnsowas otnoxenHuss IgM, IgG un dakropos
KomnnemeHTa no 6asanbHon membpaHe npu CKB [Npu Backynutax B MenKMx cocyaax AepMbl OTMeYalTCs
OTIIOXEHUSI UMMYHHbIX KOMMIEKCOB M KOMMiemeHTa. MOXHO BbISIBUTb OTNOXeHUs1 IgA B cocyaax AepMmbl
npu nypnype LleHnenH-MeHoxa. [Ona wnccnepoBaHus crnegyeT 6paTtb GuMONCUK HEMOBPEXAEHHOW KOXM
PSAOM C BbIChIMHBIM 31IEMEHTOM C YYaCTKOB KOXW 3aKpbITbIX OT conHua. Heobxoanm pasBepHyThIv aNvKpus.

AyTtoBocnanuTtenbHble 3a6oneBaHus (AB3): nepuoduyeckas 6onesHb, cemeliHas cpedu3eMHOMOpPCKasi
nuxopadka, deguyum mesanioHamkuHa3sbl, cuHopom Makna-Yanbca (MWS), kpuonupuH-accoyuupogaHHble
nepuoduyeckue cuHopombl, TRAPS-cuHOpom, cuHOpom bnay, cuHdpom Madxuda u psi0 Opyaux.

Mog TtepmuHom AB3 noHMMalT BochanuTenbHble 3aboneBaHWs, COMPOBOXAAILIMECS BbIpaXeHHON
aKTMBaumen BpOXAEeHHON MMMYHHOW cucTeMbl. B ocHOBe naToreHesa HacneacTBEHHbIX NepuoauyvecKux
NIMXOPafoK HaxOAATCA BapuaHTbl FEHOB PErynsTopoB CUCTEMbl BOCMANWTENbHOrO OTBETA, HapylueHve
paboTbl KOTOPbIX MPWBOAUT K MOBTOPSIOLIMMCS 3MNM304aM CUCTEMHbIX BOCManuUTENbHbIX peakuun,
06ycrnoBneHHbIX BbipaboTKOM psiga UMTOKMHOB, npexae Bcero IL-1B. B otnuuum ot AU3, npu AB3
OTCYTCTBYET CWHTE3 ayTOaHTUTEN, a MONEeKyNsiPHO-TeHeTUYeCkas OMarHOCTUKa SIBNSETCA OCHOBHbIM
MeToAOM MOCTaHOBKM pAmarHosa. Elle opHa rpynna 3abonesaHuin, KoTopble obnagaloT CXOAHbIM
NaToreHe3oM, OAHaKO He WMET MW3BECTHbIX CEPONIOTMYECKMX WM TEHETUYECKUX MapKepoB, 3TO
3aboneBaHnsl, CONPOBOXAAOLLUMECHS CUHAPOMOM MakpodyaranbHOW akTUBaLMKM, K KOTOPbIM OTHOCHT
CUCTEMHYIO (DOPMY HOBEHWNBHOTO apTputa, 6Gone3Hb CTunna BpOCHbIX, remodarouuTapHble "
runepeppUTUHEMMUYECKME CUHAPOMbI, XapakTepuayoLMecsi CAHAPOMOM BbICBOGOXAEHUA LIUTOKUHOB.
BaxHbiMM MeTOdamMy WUX OUArHOCTUKU  SIBMSIETCSt  BbISIBMIEHWE  XapPaKTEPHbIX  MMMYHOINOTMUYECKMX
ObuomapkepoB, Takux kak |IL-18 (mecm 01.02.15.1510), «anbrpaHynuH (S100 A8/A9) (mecm
01.02.15.1710), HeonTepuH (mecm 01.02.15.470) a Takke aHanu3 rMUKMPOBaHHOro depputuHa (mecm
01.02.15.506). K AB3, koTOpble MPOSBASIOTCA XapaKTepHbIM MMMYHHbIM BOCManeHueMm, Takke OTHOCAT
HLA-1-accounmpoBaHHble 3a6oneBaHusi, 06ycrnoBreHHble HOCUTENbCTBOM psga annenen HLA 1 knacca,
Takux kak HLA-B27 (mecm 01.02.05.307) HLA-B51 (mecm 01.02.05.365) HLA-Cw6 (mecm 01.02.05.365)
n HLA-A29 (mecm 01.02.15.280).




Tecm 01.02.15.1175 "'eHoOuazHocmuka cemeliHoli cpedu3eMHOMOpPcKoU snuxopadku (CC3J1)
Mepuoaunyeckass GonesHb npeacTaBnsieT coboii Hauboree 4acToe CUCTEMHOE ayToBOCManuTenbHoe
HacreacTBeHHoe 3aboneBaHune, COMPOBOXAAKLEeCH peunavBamMn acenTUYecKoW NUXopafky HEesCHOro
reHesa C Cepo3nToM, abgoMuHanbHOW Gonblo, apTPUTOM, POXENoAoOHBIMU BbICINAHWAMU U TONOBHOMN
6onbto. YacTo 3aborneBaHMe OCIOXHSIETCS aMUMOUA030M U NOPaxXeHUeM noyek. MNpuunHoin GonblUMHCTBA
crnyyaeB SIBNSIETCA FOMO3UrOTHble (Takve kak M694V) unu komnayHAoHble TrOMO3UrOTHblE BapuaHTbl B
2,3,5,10 aksoHax reHa MEFV (6enok nupuH). CekBeHupoBaHue reHa NpuHa y nauueHTa u poacTBEHHMKOB
MO3BONSET BbISIBUTb JOMUHAHTHbIE U peLiecCuBHbIE hopMbl 3TOro 3aboneBaHus.

Tecm 01.02.15.1620 KpuonupuH-accoyuuposaHHble nepuoduyeckue cuHopomsbi (2eH NLRP3).
KpvonupuH-accoummnpoBaHHble nepuoganydeckne cuHapombl (CAPS) ob6ycrnoBneHbl BapvaHTamu reHa
NLRP3, koauvpytowiero KpvonupuH, BegyLmmmn K ypeamepHoi BbipaboTke IL-1B. CAPS maHudecTtupytoT
KaKk BapuaHTbl ofjHOro 3aboneBaHns Co Pa3HoW CTEMEHbK BbIPaXXEHHOCTN KITMHUYECKOW KapTWHbI OT ferkon
0O Tsxenon. B mx umMcno BXoAMT CeMeWHbI XOnoAOBOW ayToBOCNanuTernbHbI CMHAPOM/ XOnogoBas
kpanuBHuua (FCAS/FCU), cuHgpom Makn—-Yanca (MWS) M XpOHMYECKMA HEBPOSNOTMYECKUA KOXHO-
CyCTaBHOW CUHOPOM/MYNbTUCUCTEMHAA BocnanutenbHas 6one3Hb HoBopoxaeHHbIx (CINCA/NOMID).
XapaKTepusyloTCsl XPOHUYECKUM PELVAVBUPYIOLNM TeYeHUEM, NNXOPaAKoW, KOXHBIMU BbICbINaHUAMMK MO
TUNY KpanuvBHWLbI, BOBMEYEHMEM LEHTPanbHOM W nepudepnyeckon HEpPBHOW CUCTEMbI, pas3BUTMEM
HEeNpOCEHCOPHON Tyroyxoctu, amunoungosa (y 20-40% 6onbHbIX) 1 MOYEYHOW HeJoCcTaToyHOCTU. B cBsian ¢
comartuyecknin mozanyHocTbto reHa NLRP3 ansa uckmioueHns sabonesaHuns Tpebyetcsa nonHoreHHbIn NGS
aHanu3sa, cnocobHOro YyCTaHOBUTL HanM4Me NaToreHHbIX BapuaHToB reHa (mecm 01.02.05.735).

Tecm 01.02.05.255 fluacHocmuka degpuyuma MegasioHamkuHa3bl (2eH MVK) u TRAPS-cuHdpoma
Mepvoanyeckuin cuHgpom, accoummpoBaHHbIl ¢ peuentopom TNF (TRAPS) wn cuHgpom pedwuuuta
meBanoHaTkuHasbl (COMK) otHocsT k pegkum AB3. TRAPS obycrnosneH myTaumeli reHa peuentopa TNF |
tuna (TNFRSF1A) u nposBnseTcs npucTynamu nuxopagku, abaomuHanbHon 6onu, muanrum wu
60one3HeHHON 3pUTEMbI Ha TYNOBULLE UMW KOHEYHOCTSAX, Anawmumucs gonblue 1 Hegenu. CTeneHb TaxXecTn
CIOMK cBa3aHa C OCTaTOMHOW aKTUBHOCTbIO MeBanoHaTkuHasbl (MVK). BblgensioT cpaBHUTENbHO nerkum
deHoTMN — cuHAPOM runepuMMyHornobynuHemmun D (runep-lgD-cungpom, HIDS) npu  kKoTopom
coxpaHsietcst ~10%-a aKTMBHOCTb hepMeHTa, C aNM304amMu NePUOANYECKON NMXOPaAKH, CbiMblo, apTO3HbIM
cTomaTtuToM, numdaneHonatTven, Gonsmu B xuBOTE W apTpanmmsmu. MeBanoHoBasio auugypuvsi
(akTMBHOCTb <1%) COMPOBOXAAETCH NMULEBLIM U CKENETHbIM AUCMOPKU3MOM, NCUXOHEBPONOrUYECKUMU
OoTCTaBaHWEM B COMETAHWUU C ANU304aMN HEMOTUBMPOBAHHOMO CUCTEMHOIO BOCNANEHMS.

Tecm 01.02.05.735 [MonHozeHHbIU NGS aHanu3 npu aymoeocnanumesibHbiX 3abo/1egaHusix.

Tect ans obcnegoBaHus NaumMeHTOB C nopo3peHnem Ha AB3, nosBonsiowmii NpoBecTu YrnyoGrneHHyro
MOMEKYNSPHO-reHETUYECKYH0 AMarHOCTUKy natornorum 11 reHoB npu Hanbonee yactbix AB3.

leH 3aboneBaHue l'eH 3aboneBaHue leH 3aboneBaHue
MEFV FMF MVK MKD/HIDS TNFRSF1A TRAPS
NLRP3 NOMID/ MWS NOD2 CuHOpom Blau LPIN2 MJDS

IL1RN DIRA IL10RA I1BD28 IL10RB I1BD25
PLCG2 FCAS3/ PALID PSTPIP1 PAPA /PAPAS

OunarHocTtuka aHTUdpocdonunuagHoro cuHgopoma (APC) u TpoMGOpUNUIA: M0BMOPHBLIE BEHO3HbIE U
apmepuaribHbie mpom603bi y nuy, mosoxe 55 nem (TOJIA, mpomb603 8eH royek, anas, uHghapKm, UHCyIbm,
mpombo3 8eH 2oreHu), mpomboyumoneHusi, cemyamoe nusedo, Xp. HesblHawusaHue bepemeHHoCmu u
pemonnayeHmapHasi HeO0CMamo4YHoCmb

A®C npefctaBnser cobon MMMyHOONOCPEAOBAHOE HapylleHue Koarynsaumu, B XOAEe KOTOpOro
ayToaHTUTena HapylwalT CBepTbiBaHWe KPOBW in Vilro, 4TO B OpraHWame npuBOAMT K MNOBTOPHbLIM
Tpombo3am, a Takke HapylleHuu nnaueHTauum npu 6epemeHHocTn. AHTudocchonunuaHble aHTUTENna
(APA) — 3TO CEMEeNCTBO aHTUTEN MPOTMB OTpuULaTenbHbIX POChOoNUNUAOB N acCOLMMPOBAHHBLIX C HUMU
6enkoB. OcobeHHocTblo 6GenkoB Ko-hakTopoB APA dBNSETCA U3MEHeHue KoHdopmauum npu  urx
B3aMmogencTsum ¢ doconunuaHelM Gucnoem, B pesynbTate 4ero POpMUPYIOTCH «HEOaHTUreHbl» -
muwenn And APA. BonbWKMHCTBO OenkoB  KO-paKTOPOB  y4yacTBYKOT B MPOKOArymnsHTHbIX W
aHTVKOArynsiHTHbIX cuctemax. o gencTBueM aHTMTen K doconunuaam yanMHSeTCsl akTUBUPOBaHHOE
YacTMyHoe TpombonnactuHoBoe Bpemsi (AYTB), koTopoe oOTpaxaeT npPUCYTCTBME BOMYAHOYHOIO
aHTukoarynsHta (BAK). B nabopaTopHyld 4acTb HOBbIX KIMHWMKO-NabopaTopHbix kputepneB APC
ACR/EULAR (Barbhaiya M, et al. 2023) BxoanT BAK, aHTuTena k kapguonununy (AKIJ1) knaccos 1gG n IgM
(mecm_01.02.15.145), a Takke BbisSIBNIeHWEe aHTUTEN K OCHOBHOMY GenkoBoMy ko-cpaktopy - GeTa-2
rnvkonpoTenHy (mecm 01.02.15.225). Ctoiikas NO3MTUBHOCTb MO aHTuTenam knacca IgG B BbICOKMX TUTpax
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(6bonee 80 en.) yBennumBaeT BeposATHOCTb AuarHoda APC. OTaenbHO BbIAENSAT «HEKpUTEpUanbHbIe»
ADA, B TOM uncne aHTUTENa K aHHekcuHy V npu akywepckom A®C (mecm 01.02.15.291) n aHTUTENna K
npoTpom6uHoBoMy komnrekcy (Tect 01.02.15.615), koTopble MOryT UrpaTb BaHyH pofb B natoreHese
A®PC. Puck TpombBo3a yBenuMuuBaeTCs MNpW YBENWYEHUW YWUCNa ayTOaHTUTES, BbISBMEHHbIX B OOHOM
obpasue. HoBbii mMeTon MMMYyHOGRoTMHra Ansi BbisiBrneHuss A®A (mecm 01.02.15.875) 3a cuetr
ncnonb3oBaHus  rmapodobHbIX Mofnoxek obrnagaeT BbICOKOW YyBCTBUTENbHOCTBIO AMS  BbISIBNEHUS
wmpokoro cnektpa A®A, Bknioyasa kputepuanbHble (AKI, 6eta-2IT1) M HekpuTepuanbHble nokasartenu
(aHTUTEna K aHHeKCUHy, MPOTPOMOMHY, OTpuUATENbHO-3apshKeHHbIM docdonunuaam) n nossonseT
oueHuUTb 0bLwmin puck Tpombo3a, obycnoeneHHoro APC.

Tecm 01.02.15.145 AHmumena k kapouonunuHy knaccoe IgG u IgM (AKJ1A)

Heobxoammo uccneposathb 2 knacca IgG n IgM aHTUTen K kapAnonunuHy, YTOo 3HaYUTENbHO yBENUYMBaeT
YyBCTBUTENBHOCTb U cneuudunyHocTb obcnenoBaHus. YBenuueHue copepxaHus IgG AKJIA nydwe
oTpaxaeT pucke APC (ACR/EULAR 2023). Puck Tpombo3a MOBbILLAETCA C YBENUYEHWEM COAEpXKaHus
aHTuTen (Bbicokve TuTpbl). [Ona noatBepxaeHus anarHosa APC HeobxoauMMO nokasaTb, YTO BbICOKME
TMTpbl AKJIA COXpaHsIloTCS B TeYeHUn 3-X MecsiLeB U He SIBMAIOTCA TPaH3UTOPHLIMU Nocne nepeHeceHHon
MHpeKuMn. AHTUKapAMONMUNMHOBLIE aHTUTENa NepekpecTHO pearvpyloT ¢ membpaHamu TpoMoGoLUMTOB, U
oTMevatoTcs nNpu TpombouutToneHun (mecm 01.02.15.487).

Tak kak AKINA (mecm 01.02.15.1310) otmeyatoTcs y 20-30% 6GonbHbix CKB, obHapyxeHue AKINA moxeT
Mcnonb3oBaTbCH B AMArHOCTMKe aToro 3abonesaHus (cm. kputepumn CKB ACR/EULAR 2019). Y mHormx
BonbHbIX Cco «BTOpUYHbIM ADPCx» Ha doHe AKJl oTmevaeTcs AH®P, noatomy pekoMeHAyeTcs coyeTaTb
onpegenenune AKJT n AH® (mecm 01.02.15.235) unu AKJ, aHtu-6eta2 n AH® (mecm 01.02.15.240).

Tecm 01.02.15.1305 AHmumena k 6ema2 anukonpomeuHry knaccos IgG u IgM

Cpean A®A Havboree 4acTo BbISBNAIOTCA aHTuTena Kk 06eTa2 rnvMKONpoOTEVHY, KOTOpble MOryT
ncnonb3oBaTbCA  ANS  OWArHOCTUKM  MepBUYHOrO  aHTudoconunuaHoro  cuHgpoma.  JdToT  TecT
pekoMeHAyeTCs MCMonb3oBaTb COBMECTHO C Tectom 01.02.15.145 [ns NOCTaHOBKW KpUTepuanbHOro
anarHosa A®C (ACR/EULAR 2023). MoxeT Mcnonb3oBaTbCd KOMOMHMPOBAHHbBIN TECT, KOTOPbLIN BbISBMSET
BCE  ceporormyeckne  Mapkepbl — mecm _ 01.02.15.240  PaseepHymasi __Quaz2Hocmuka
aHnmudgbocghonunudHo2o0 cuHopoma.

Tecm 01.02.15.291 Aumumena k aHHekcuHy V knaccoe IgG u IgM (AHHS)

Benok aHHekcuH V opMupyeT BHYTPEHHIOK BbICTUMKY COCYAOB M BOPCWH XOpWOHA, KOTopasi urpaet
bonbluoe 3HauveHve B (PYHKUMM SHOOTENManbHbIX KNETOK WM MnaueHTbl. Takne aHTuTena okasbiBalTCs
TOKCWUYHBIM AnA NNogHbix oboroyek. PaspylleHne aHHEKCMHOBOrO Cros Ha BOPCMHAaX XOpWOHa nop
OeicTBUEeM aHTWUTeN NPUBOANT PeLABUPYIOLLMM BblKUAbILLAM U heTonnaueHTapoi HeoCTaTOuHOCTH.
Tecm 01.02.15.615 AHmumena k npompom6ury (MT) (pochamudusicepury)

AHTutena k [T TeCHO cCBs3aHbl C BbIABMEHMEM BOJSIYAHOYHOrO aHTUKOArynsHTa W natoniormen
CBepTbIBaOLWEN CUCTEMbI, MOTYT MPVMBOAMTL K MMNOMPOTPOMOMHEMMM, a TakkKe yKasblBalT Ha puUcCK
TPOM6030B kak npu nepsuyHomM APC, Tak U Ha POHE CUCTEMHOM KpacHOW BOMYaHKM.

Tecm 01.02.15.875 UmmyHo610m aHmughocgonunudHbix aHmumen knaccos IgG u IgM

WUmmyHoGnoT BbisiBnsieT 10 pasHoBupgHocTen APA, knaccoB IgG n IgM, Bkntodasi AKIA, aHTu-62IT1,
aHHEKCUHY, MPOTPOMOMHY, a Takke aHTMTena Kk oTpuuatenbHbiM docdonunuaam (docdaTnannosoi
kucrote, docdhatngunrnvuepony, docdatngunceputy, dochaTnaunxonuHy, dochatnamnmHosuTony u
docaTnamnataHonaMmuHy), Takum obpasom, uccregyet 20 otaenbHbix ADA. lMpevmyliecTBoM 3TOro
TecTa SBNSETCA BO3MOXHOCTb OMNPEeAensTb COYETaHHY MO3UTUBHOCTb MO Heckonbkum A®PA, uTo
NO3BONSIET OLEHWUTb PUCK PasBUTUS KIMHUYeckux nposisrieHuii A®C, 4To 0COBEHHO BaXKHO B aKyLLepCKOn
npakTuke. B kauecTBe anbTepHaTuBbl KoMnrekcHoe onpeaeneHve APA (mecm 01.02.15.670) nossonsieT
BbISIBNATb Bce aHTudocdonunuaHbix aHtuten (AKJ1, 6211, AHHS, MT) ¢ nomoLbio TpaguumoHHoro NOA.
Tecm 01.02.15.487 AHmumena k mpombouyumam knacca lgG

AHTUTENna Kk TpombouuTaM NpeacTaBfsOT  LUMPOKOE CEeMEeWCTBO  aHTUTen, pearvpylowmx c
rnyMKornpoTenHaMmm MembpaHbl, a Takke c Monekynamm HLA u docdonunuaamm. AyToaHTutena k
TpombouutTaMm OTMevaloTcs nocne ©6epeMeHHOCTH, remMOTpaHCdy3uUi, WHAOYLMPYIOTCA nopa AencTBuem
NekapCTBEHHbIX MpenapaToB W renapuHa. AHTUTENa Kk TpoMooumTam SIBMSIOTCH MapkepoM UaMonaTuyeckom
(ayToMmmyHHoI) TpombouunToneHndeckon nypnypsl, CKB 1 aHTuochonnnuaHoro cuHapomMa.

Tecm 01.02.05.270 'eHoduazHocmuka mpombodpunuli ¢ pa3eepHymol uHmepnpemauuel (2eHbl
nia3MeHHo20 2emMocma3sa: gpubpuHozeH Fll), cpakmop V (Leiden), cpakmopVil, chakmopFXlll; 2eHbi
cocyducmo-mpomboyumapHo2o 2emocmasa: ITGA2,ITGB3,PAl) KomnnekcHblli TeCcT BbISIBNEHUSI
HacneacTBEHHOW NpeapacnonoXeHHOCT K TpoMbo3y. BeposaTHOCTb TPOMGO30B 3HAUMTENBHO MOBbLILLEHA
npyv romMO3MroTHOM W FeTepo3UroTHOM HOCUTENbCTBE annenbHbiX ¢opm reHoB daktopa V (Leiden) un




npotpoMbuHa (G20210A), HeCKOnbKO Bbille MPU Hanmuuuu ABYX U Gonee ApyrMx MWHOPHBLIX MyTauuii B
reTepo3roTHOM MY FOMO3UTOTHOM COCTOSIHUN.

Tecm 01.02.05.720 'eHomunupogaHue HedoCcMamoYHOCIMU cucmeMbl _aHMuKoa2ysissHmoe npu
mpom6odgunusx (Yacmbsle Mymayuu 2eHoe npomeuHa C, npomeuHa S, aHmumpomb6uHa i)
AHTUTPOMOMH |l npoteuH C u npoTeMH S HABNAIOTCA €CTECTBEHHbIMWM  aHTuUKoarynsHTamm,
npefoTBpalLalowMn  M3GbITOYHOE TpoMboobpasoBaHue. HacnegcTBeHHbI AeduunT 3Tux  hakTopoB
MOXeT MpuUBOAUTbL K pasBuUTMIO Tpombodumnuu (CKMoHHOCTM K TpomboobpasoBaHu) u Tpombosam.
MonynsuMoHHasa YacToTa naToreHHbIX BapuaHTOB reHoB gocturaet 2-4%, n mMoxeT obbscHATb Ao 15%
CryyYaeB CMOHTaHHbIX U PeLMaVBUPYOLLMX TPOMBO30B rny6oKMX BEH Y NAL, MONOAOrO U CPEAHero Bo3pacTa.
Tecm 01.02.05.725 [eHomunuposaHue rnaHe/lu 2€HO8  KJ/IOHallbHO20 2eMoro33a  npu
mpom6bodunusax (Yacmble mMymayuu 2eHoe JAK-2. CALR, MPL) MyTaumn CTBOMOBbIX KNETOK
reMomossa npuvBOASAT K (POPMUPOBAHMIO 3cceHumanbHoro 3aputpouutosa (JAK-2) u TpombGouutosa
(MPL/CALR), 4TO NpvBOAUT K MOBBLILLEHHOMY PWCKY psia remMaTonormyeckux Heornnasm, mmenodgunbposa, a
Takke 3HaYMTENbHO MOBbILLAET PUCK apTepuanbHbIX W BEHO3HbIX TPOMOO30B. dnuaemMuyeckme AaHHble
yKa3blBaloT Ha CPaBHUTENbHO BbICOKYIO 4acTOTy Takvux abbepauuil, 0coO6EHHO B MOXMIIOM BO3pacTe.

Tecm 01.02.15.1190 'eHoQuacHocmuka HapyweHul ¢honamrHozo yukna (MTHFR, MTR u MTRR)
BpoxaeHHble  0COBEHHOCTM  reHoB  ponaTHOrO  LUMKNa  MPUBOAAT K FMNEpProMoLucTenHeMUH,
naTonorMyeckoMy COCTOSIHMIO C  MOBbLILEHHbIM COAEpXXaHWeM ToMouMcTeMHa B KPOBW, paHHUM
aTepocKepo3oM, NPeapacnonoXeHHOCTbI0 K TPOMB03am, PUCKOM PakoB (aAeHOKapLMHOMBI KULLKW U PakoM
MOMOYHON Xeresbl), natonorn 6epemMeHHOCTH (HesapalleHUo HEPBHOW TPyOKku nnoaa), BbICOKOMY PUCKY
no6oYHbIX 3hPEKTOB METOTPEKCATA, Kak npenapara BNusitoLLero Ha MeTabonmam honmneBon KUCHOoThbI.

PeBmatonpgHbin aptput (PA) 1 gpyrve aptponartum: paHHul PA, crioHOunoapmponamuu, Ho8eHUbHbIU
uduonamuyveckull apmpum, Kpucmasaudeckue apmponamuu, ocmeoapmpum

PeBmatongHbin chaktop (P®P) npeacraensiet cobon aHTutena k Fc-dpparmeHTy IgG 1 ncnonb3dyetcs ans
omarHocTukn PA yxe Gonee 70 net. OpgHako oH ManocneuududeH (70%) v, BCTpedaeTca npv ApYyrux
3aboneBaHusiX, KOTOpble MpOTEKalT C akTuBaumen B-knetok, Hanpumep CKB, c-me LlerpeHa,
KpuornobynuHeMum, XxpoHndecknx uHgekuusix. MNMpu PA PO HaunHaeT onpenenstbes TONbKO K koHLUy 1 roga
OT Hauvana 3aboneBaHusi, MNO3TOMY MarioMHdopMaTuBeH B AuarHocTuke pAebiota PA. bonbluen
cneuudunyHocTblo obnagaet PP knacca IgA. [ipyrMm BaXHbIM CEMEVCTBOM aHTUTEN SBNSETCS CEeMENCTBO
aHTULMTPYNIMHOBBLIX aHTUTen. AHTWMKepaTWHOBbIE aHTUTena pearvpylor ¢ Oenkom anuTenuoumToB -
unarrpMHoM, KOTOpbIV NOCNEe CUHTE3a NoABepraeTcs Ae3aMUHMPOBAHMIO C NMomoLlplo dpepmeHta PAD ¢
obpa3oBaHnem B CTpyKType Oenka oCcTaTKoB LMTPYNnnHa. AMUHOKMCIIOTa LIMTPYINIVH SIBMIAETCS OCHOBHOW
MuULeHblo aHTuTen npu PA. B cuHoBManbHoW meMbpaHe npu PA oTMevaeTcsi BbICOKasi akTUBHOCTb
HenTpodunbHoro dpepmerHta PAD, B pesynbTate yero B 6enkax CMHOBManbHOW 06OMOYKM U hrbpuHe
obpasyeTcs MHOXECTBO OCTaTKOB LUTPYIIMHA, KOTOpble CTAHOBATCA MULLEHbo ayToaHTuten. CyuiecteyeT
ps4 MeTOAOB BbISIBNIEHVS ayTOAHTUTEN K LMUTPYJUIMHY, OCHOBHbIM M3 KOTOPbIX SIBMSIETCS BbISIBEHUE
aHTUTeN K LUMKNMYECKOMY UMTpynnuH-cogepxalwlemy nentugy (AULM wnu anti-CCP aHrn.), KoTopblii
obragaeT HaunyyWwMMKU guarHoctmiecknumm napameTtpamu. MimenHo ALILIM, coBmecTHo ¢ P®, CPB 1 COJ3,
UCMOMb3YIOTCA B KPUTEPUSX ONst nocTaHoBku AmarHosa PA (Aletaha D. Et al, 2010). B 1o xe Bpewms,
CyLLecTByeT HEeCKOMNbKO MOKONEeHun TecToB Ans onpegenenus ALLIM aHTuten. Hauvnyywumm KnvHukKo-
ONarHoCTMYECKUMK napameTpamu, Nnpexae BCero, cneuuduyHocTbio, coctaBnstowen 97-98%, sisnsietcsi
aHTWreH BTOporo nokoneHnss CCP2. [OuddepeHunanbHas AMarHoCTUKa apTpuToB YacTo TpebyeT
ucnonb3oBaHus AH® HEp2 (mecm 01.02.15.005), TunupoaHusi HLA-B27 (mecm 01.02.14.307), a Takke
BbISIBITIEHMS1 KPUCTANOB B CUHOBMAnbHOW >xuakoctn (mecm 01.02.15.385) 1 COMP npwu ocTtoapTpo3se
(mecm 01.02.15.465). B AmarHocTvke OBEHUIBHOTO XPOHMYECKOro apTpuTa pekoMeHayeTcs
ucnonb3osatb AH® (mecm 01.02.15.005), HLA-B27 (mecm 01.02.15.307), nccnegosaHue IL-18 (mecm
01.02.15.1510) » 6enka S100 (mecm 01.02.15.1710).

Tecm 01.02.15.015 PeemamoudHhbiti ghakmop (PP) u 01.02.15.585 PP knacca IgA

Y 80% 6onbHbix ¢ PA MOXHO 0BHapyxuTb P®, HO OH Hepefko oTcyTcTByeT B AebioTe 3aboneBaHus.
BcTpeyaemMocTb HU3KMX KOHLEHTpauui gocturaeT 5% y noxunbix nuy, ctapwe 65 net. JecTpyktusHbii PA
0ObIYHO OTMevaeTcsi Ha (POHe BbICOKMX KOHUeHTpauuin (> 40 1U/mn). B COMHUTENbHBLIX cryyasx npu
n3onmposaHHoOM P® ans noBbiweHnsi cneumdryHOCTN MOXHO ucregosatb PO IgA (mecm 01.02.15.585)
Tecm 01.02.15.065/070/075 AHmukepamuHogbie aumumena (AKA)

ABNslOTCA NEepBbIMM U3YYEHHBIMW aHTULMTPYINIMHOBLIMKW aHTUTENaMN U BXOAST B CEMENCTBO aHTUTen K
6enky dunarrpuHy. Bectpeyaemoctb npu PA coctaensiet 30-50%. CeponosutneHocTe no AKA ykasbiBaeT
Ha BbICOKWI PUCK pa3BUTUSI KOCTHbIX AeCTpyKumii npu PA.

Tecm 01.02.15.405 Aumumena k mMoluguyupogaHHOMY UUMPpY/IUHHO8OMY eumeHmuHy (MCV)
AHTUrEHOM [aHHbIX ayTOaHTUTEN SIBNSETCH reHeTUYeCKU-MOANMULIMPOBAHHbLIN GEnok BUMEHTUH, KOTOPbIN
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COAEPXUT MHOTO LMTPYINIMHOBBLIX OCTATKOB, B OTNMYUM OT nenTtuaHoro aHtureHa ALLM. AHTutena npotus
MCV Bctpevatotcs npu PA Heckonbko valle, yem ALLIM (go 85%), ogHako meHee cneumduyHbl. MoxeT
ObITb peKOMEHA0BaH Ansi ckpuHuHra PA coBmecTHO ¢ PO - Tect 01.02.15.410.

Tecm 01.02.15.910 Aumumena k Sa-aHmugeHy

AHTUTENa K Sa-aHTWreHy pearvpyloT C UMTPYNIMHUPOBAHHBIM BUMEHTUHOM W oTMevatTcs y 40-60%
6onbHbix ¢ PA. B otnuumu ot aHtuten k MCV obnagatot 6Gonblier cneunduyHocTb U MoryT
MCMnonb30BaTbCs ANS MOATBEPXKAEHUS CepOriornyeckon peakuum y 6onbHbix PA.

Tecm 01.02.15.081 Awmumena K UUKIUYECKOMY uumpynnuH-codepxawemy nenmudy (ALLI),
aHmueeH emopo20 nokosieHusi (CCP2)

TecT obnapaeT 4YyBCTBUTENBHOCTLIO 65-70% 1 cneundmyHocTbio 98% AN AnarHocTuku paHHero PA, T.e.
dakTop pucka 3aborneBaHusi Npu MONOXUTENBHOM pe3ynbTate obcnefoBaHus coctaBnsieT okono 30, 4To
nossonsietT ucnonb3oate ALILIM B kavectBe ocHoBHoro Guomapkepa PA (kputepum 2010). Y
6eccMMNTOMHbIX AOHOPOB BCTpeyaeMocTb 0,2-2%, cepoHeraTnBHbIX apTponatmax 2-5%, CKB 2%. ALLM
MOTYT MOSIBNATLCS B KPOBW 3@ HECKOSBbKO MET A0 KIMHUYECKOro pasBuTus 3aboneBaHus.

Tecm 01.02.15.275 l'eHomunupoeaHue HLA-DRB1 npu peemMamoudHoMm apmpume

PopMupoBaHMe aHTULMUTPYINMHOBBLIX @aHTUTEN TECHO CBSI3aHO C HOocuTenbCcTBOM psiga reHoB HLA-DRB1, B
KOTOPbIX NMPUCYTCTBYET XapakTepHasi aMVMHOKMCIOTHas mnocrefoBaTenbHOCTb (0bwwmin anuTon). Beicokas
adduHHOCTL Takmx HLA-DRB1*04 u *01 annemem K UuuTpynnuHOBbIM aHTureHam 3anyckaet PA ¢
HambornblUel YacToTOW CyCTaBHbIX AECTPYKUMIA U cepono3nTmBHocTbio no ALLIMN. Tect Takke nossonser
BbISIBNATb reHbl, XapakTepHble Ans CUCTEMHON KpacHOW BonmyaHku 1 psga apyrmx AU3.

Tecm 01.02.15.307 BbisieneHue HLA B27 memodom [ILIP.

MonynsauuonHas Bctpevaemoctb HLA-B27 B CeBepHoii EBpone coctaBnsieT 6-7%, B TO BpeMsl Kak npu
bone3Hn bextepeBa HLA-B27 obHapyxvBaetca B 95-100%, npu Apyrux crioHaunoapTponaTusx (B TOM
yucne ncopuatudeckom aptpute) B 60-70%. Puck passutusi 6.6extepeBa B TeUEHWUN XU3HW Y 300POBbLIX
nuy, nonoxwuteneHbix no HLA-B27, paseH okono 2%. OtpuuaTenbHbin pesynbTat obcrnegoBaHus
3HAYMTENbHO CHIDKaeT BEPOATHOCTb ANArHOCTMKM CnoHAaunoaponatum y obcrneayemMoro.

Tecm 01.02.15.307 "'eHomunupoeaHue HLA B27 MemodoM ceKkeeHUpPOo8aHUs

Mockonbky cywectByeT 6onee 160 annenen reHa HLA-B27 cpeamn KoTopbiX BbIOENSIOT Kak NaToreHHble
(e.g. HLA-B*27:05, HLA-B*27:02 n gp.), HenTpanbHble 1 npoTekTuBHble (Hanpumep HLA-B*27:09). BaxHyto
MHOPMaLUMIO UMeeT [03a reHa UMM 3UroTHOCTb, MOCKOMbKY Y FOMO3UIOT OTMEYaeTCsi paHeEE U aKTUBHOE
TeyeHue 6onesHn. Takke nmeeT 3HayeHne covetaHne HLA-B27 n HLA-B51 (mecm 01.02.15.1185).

Tecm 01.02.05.265 'eHomunuposaHue HLA-Cw6 npu ncopua3e/ncopuamu4yeckoM apmpume.
MeHotun HLA-Cw6 BbisiBnsietcs y 30% 6onbHbIX ncopuatudeckum aptputom u y 83% 6onbHbIX €
ncopuasom 1-ro Tmna c onpegeneHHbIMM dpeHoTMnamy 3aboneBaHus: KannesuaHbIM NCoprMasoMm, Havanom
no 40 net, HacneAcTBEHHbIM CeMelHbIM aHamMHe3oM (ncopua3 1 Tvna). Takke xapaKTepHO Ob6LMpHoe
NOpPaXXeHUEe BEPXHUX U HWKHUX KOHEYHOCTEW, TYnoBULLA NPV OTCYTCTBMM MOPAXKEHMSI KOXW FOMNOBbl U
oHuxoguctpocun. OgHOM M3 KIOYEBbLIX XapakTepucTuk npu Hanumdmm reHa HLA-Cw6 npu ncopuase
ABMAETCH NONOXUTENbHBIA OTBET Ha NeYeHne METOTPeKCaToM, yCTEKMHYMaboM 1 cekyKMHyMabom.

Tecm 01.02.15.1335 [NaHenb o6cnedoegaHusi npu yeeumax (HLA-B27, HLA-B51. HLA-A29, AH®, SHA)
XpoHUYeckne yBEUTbI COMYTCTBYIOT PsiAly PEBMATUYECKMX ayTOMMMYHHbIX 3aboneBaHuii, B TOM u4ucne
crnoHaunoapTonaTuam, 6onesHn bexyeta v IOBEHUNBHOMY XPOHMYECKOMY apTpuTy, a Taxe BbIAENsIoT pag
navonatmyeckux ¢opm (gpobbeBnaHas xopeopeTuHonatusi). Yactas cessb ¢ reHamu HLA 1 knacca
no3BonsitoT oTHecTn ux k HLA-1 accoummpoBaHHbIM 3a60oneBaHusM.

Tecm 01.02.15.465 Onu2oMepHbIli MampuKcHbIl 6enok xpswia (COMP) sBnsieTcsi CTPYKTYPHbIM
KOMMOHEHTOM CYCTaBHOIO Xpsillia, 3HaYUTENbHbIE KOMMYECTBa 3TOro Gromapkepa rnonagarT B KpOBb Mpu
paspylleHun xpsilia npu  BochanuTenbHblX 3aboneBaHWsix CycTaBoB W ocTeoapTpute. [1OCTOSIHHO
noBblleHHas KoHUeHTpauns COMP Genka B KpOBM yKa3biBa€T HAa XPOHUYECKUIA [ECTPYKTUBHbBIN apTpuT.
Tecm 01.02.15.385 UccnedoeaHue kpucmasioe 8 cUHogUaslbHOU xudkocmu

HapyLueHvne obmeHa nypuHOBbLIX OCHOBaHWIA NpW Nnogarpe NpUBOAMT K MOBLILEHUIO COAEPXaHUS MOYEBON
KWUCIOTbI B KPOBM M CUHOBUAnbHOM xuakoctn. OCTpbIi MPUCTYN NoAarpuyeckoro apTputa ConpoBoXaaeTcs
KpucTannusauuen cornelt ¢ obpasoBaHMEM KPUCTamnnoB MoHoypata HaTpusi. MeTofoM ux BbISIBNEHUS
SABMSIETCS NOMsipU3aLmMoHHas MUKPOCKonus. Tak KpUcTanibl MOHOypaTa HaTpusi UMEKT UMMOBUAHYO hopMy
n obnagatT oTpuuaTtenbHbIM ABOWHBIM fydenpernomneHvemM. KpucTtannbl nupodocdora Kanbums npu
nupodocaTHO apTponaTu, TorLe 1 kopode 1 obrafatoT NONOXUTENBbHBLIM Ny4enpPenoMIeHNeM.

Tecm 01.02.15.1035 UmmyHo610m anmumen k 6oppenusam IgG u IgM (14 anmuzeHos)

[aHHOe uccnepoBaHue BbiIABNSET aHTuUTena Kk 14 aHTureHam Borrelia afzelii (Ba), Borrelia garinii (Bg) un
Borrelia burgdorferi sensu stricto (Bb). B cBsisau ¢ nepcucteHuuein Bo3GyauTensi, UMMYHHbIA OTBET He
noaymnHsieTcs knaccudeckum 3akoHam IgM-IgG nepexoga, noatoMy pAaxe B XPOHUYECKMX CTagusix
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3aboneBaHns MoryT npeobnapatb aHTuTen knacca IgM. TecT BbIABNSIET aHTUTena HanpaBreHHble K
NMOBEPXHOCTHBIM M CTPYKTYPHbIM aHTureHam Goppenuii, aBasi BO3MOXHOCTb YTOYHWUTb CTafuio 6onesHu,
TMN BO3OYyAMTENs, a Takke OLEHUTb OTBET Ha NPOBOAMMYIO TEpanuio.

Tecm 01.02.15.1720 ®pazmeHmbi konnazeHa 1 muna (alpha crosslaps) — mapkep ocmeosiusa
KonnareH 1-ro tuna coctaBnsiet 6onee 90% opraHuyeckoro martpukca koctu. ®dparMeHTbl KonnareHa,
obpasyoLmecs npy ero Aerpagaumm, NOCTynarT B KPOBb U BbIBOASTCS MOYKaMU C MOYOMW. TECT CNyXuT Ans
onpeneneHnss  MoBbILWEHHOMW pe3opbumMyM  KOCTHOM  TKaHWM, a Takke OueHKkM 3hdeKTUBHOCTU
aHTUPEe30pOTMBHOW Tepanun y NauMeHTOB C OCTEOMEHWEN, OCTEOMNOpPO30M, KOCTHbIMWM MeTacTasamu,
6onesHblo MNemkeTa, paxMTom, OCTEOMarnsiLMEN U rMNepTUPeO30oM.

Tecm 01.02.15.1715 KocmHbili uzoghepmenm wenoyHou ¢hocghamasbi (ocmasa)
KocTHo-cneumndunyeckas LwenoyHas docdatasa (octaza) — hepMeHT, KaTanuavpylLwmin oTwenneHne
ochOpHOI KUCIOTLI OT ee opraHM4eckux coefuHeHun. Octasa siIBNsieTCs MHOAMKATOPOM ocTeobrnacTHow
aKTMBHOCTM M npoAyumpyeTcsi ocTeobrnactamm B MecTax pemogenupoBaHusi koctu. OnpegeneHuve
KOHLEHTpauum ocTtasbl nokasaHo npu obcrefoBaHWM MauMeHTOB C OCTeonopo3om, bonesHbio [MemkeTa,
ocTeomarsiLmen, NepBUYHbIM runeprnapaTMpeo3om, MeTactazamum B koctu. OnpegeneHne octasbl SBMsiETCS
OCHOBHbIM METOA0M NabopaTopHON ANArHOCTUKM U KOHTPONS nauneHToB ¢ 6onesHbio MegxeTa.

Tecm 01.02.15.1615. QuacHocmuka axoHdponia3uu (ceH FGFR3)

AxoHgponnasus (6onesHb [Mappo-Mapu) npencraBnsieT 3aboneBaHue C HapylleHWeM Mpouecca pocTa
kocTen. OHO NposiBNSeTCS KapnuKoBoCTbio (pocT MeHee 130 cM), yKOpOYeHMEM MPOKCUMarnbHbIX OTAENOB
KOHe4YHoCTeW (KOPOTKUMM KOHEYHOCTSMW Mpu OObIMHOW AnvHe TynoBuwa), Aedopmauuen BEpXHUX U
HIDKHMX KOHEYHOCTEW, MO3BOHOYHWMKA U KocTel uepena. UHTennekt obbluHO HopMarbHbIf. [MpuymHon
pa3BUTMSA axOHAPONNa3nn ABNAITCA BapyaHTbl reHa peuentopa daktopa pocta ubpobnactos 3-ro tuna
(FGFR3), Hanbonee yacTo - B 3k30He 10 (c.1138G>A n c.1138G>C). BapunaHTbl reHa FGFR3 npusoaut Kk
HapyLUEHWUIO 3HXOHAPaNbHOrO OKOCTEHEHNS Y Pa3BUTUIO BbILLEONUCAHHBIX CUMITOMOB.

Tecm 01.02.15.1610. JuazHocmuka 2unoxoHoponnaasuu (2eH FGFR3)

'MnoxoHaponnasus - ckeneTHas AMCNnasus, NPMBOASLLASA K Pa3BUTUIO KaprMKOBOCTM, BO MHOFOM CXOAHas
C axoHOponnasvel, HO C MEHee BbIPaXEHHbIMW aHOManusiMU CKeneTa: KOpeHacToe TEeNloCIOXEHUE,
YKOPOYEHHbIE KOHEYHOCTM U Masblibl, OrpaHW4yeHne MOABWXHOCTU B JOKTEBbIX CyCTaBax W MOSICHWUYHBIN
noppos. Bapuantel reHa FGFR3 npuBoguT K HapylleHWio 3HXOHAPANbHOrO OKOCTEHEHWS W Pa3BUTUIO
BbILLEONUCAHHBIX CUMMTOMOB.

[OvnarHocTuka BackynuTtoB: bonesHb bexyema, aopmoapmepuum u 8UcoYHbIl apmepuum, c-M Kasacaku,
y3eniKosbIli  nonuapmepuum, 2paHyrnemamos C [ouaHauumomMm, 2paHynemamos ¢ 303uHogunued,
MUKpoOcKonu4yeckul nonuaHauum, 6bicmponpozpeccupyrouuti eromepyrnoHegpum,
JnleliKoyumoknacmu4yeckue 6acKynumel, Kpuoz2nobynuHemusi, CUHOPOM MaKpogha2anbHOU akmueauuu,
dQuazHocmuka nompebneHusi KomrnaemeHma, duagHOCMUKa aH2UOHe8POoMUYEeCKo20 omekKa

BackynuTbl npeacTaBnsioT cobON LUMPOKWIA crnekTp 3aboneBaHuin, UMelOLMX pa3HoobpasHyto npupoay.
Cpean HWX MNepBWYHbIE BaCKyNMTbl UMEKT ayTOMMMYHHYIO 3TUOMOrMIO, KPOMeE TOro BacKynuTbl 4acTo
ABMATCS BTOPUYHBIMU MO OTHOLLIEHUIO K OMYXONsAM, MHAEKLUMAM 1 koarynonaTtusam. [epBuyHbie BacKynuTbl
AenaT no kannbpy NopaxeHHbIX COCYA0B ¥ MeXaHU3My UMMYHOMOMMYECKOro NOPaXeHust.

BackynuTbl KpynHbIX COCYAOB (20PTOAPTEPUUT, BUCOYHBIN apTepuUnT, Y3eNKOBbI NepuapTepumT) CBA3aHbl C
nopaxeHueM 3HAoTenus. OTOT NPOLECC COMPOBOXAAETCA NOSABMEHMEM aHTWUTeN K aHAoTenuio (mecm
01.02.15.395), octpodpazosbim oTBeToM COJ u CPB, a Takke BblaeneHwemM crneumduyecknx buomapkepos
3HOOTENus Takux kak dpaktop oH BunnebpaHaa (mecm 01.02.15.1535). BaxxHbiM TeCTOM Npum Backynutax
KpynHbIX cocyaoB sBnsetcs TunuposaHue HLA-B51 (mecm 01.02.15.1185) npu 6onesHn bexyeta.
['paHynemaTo3Hble BacKynuTbl, TakMe Kak rpaHynemaTto3 C nonvaHrMmToM, CONpOBOXAAITCS MNOsIBIEHNEM
aHTUTen K uyuronnasme Heutpodunos (AHLIA) (mecm 01.02.15.680), koTopble pearupytoT ¢ Genkamu
a3ypodunbHbIX rpaHyn uuTonnasMbl knetok. Bosgenctene AHLIA ¢ aHTureHamu BefeT K AerpaHynsuum
HENTPOUOB NpU TPaHC3IHAOTENMANBHOW MUrPaLMK 1 06pa3oBaHMI0 BOCNANUTENLHOWM rpaHynemsbl.
[MopaxeHnss MenbYanmnx COCYAOB WNWN KanUNAspuTbl (NEMKOLMTOKNACTUYECKNE BaCKyNUTbl) BO3HUKAOT
nog BO34ENCTBMEM MMMYHHbIX KomnnekcoB IgG, cBsasbiBatowmx C1q (UNK) (mecm 01.02.15.725),
KOTOpble MpeAcTaBneHbl MOMMMEPHbIMM UMMYHOrMobynMHaMM M HeQoCTaTOMHO pacTBOpuMBL. [pyras
pPa3HOBMOHOCTb WMMYHHbIX KOMMIEKCOB rpeAcTaBrieHa KpuornobynuHamu (mecm 01.02.15.150),
KOTOpbIE XapaKTepu3ytoTcs CHkeHnem pactsopumoctn LIMK Ha doHe oxnaxaeHus n SBnsioTCs NPUYMHON
KOXXHOW Mypnypbl, apTpanrui, nonuHeBpuTa 1 rnomMepynoHedputa. Bce BapnaHTbl MMMYHOKOMMNEKCHbLIX
BaCKyNMTOB OObIYHO COMPOBOXAAIOTCS aKTUBaLMEN KOMMMEMEeHTa Mo KNaccuyeckoMy MyTu C pasBuTUEM
runokomnnemeHTemun (mecm 01.02.15.715). MoxHo BbiBUTE CHwkeHne C3 n C4, a Takke yBenunyeHvie
CbIBOPOTOUHbIX KOHLEHTpauui paktopa pacnaga komnnemeHta C5a (mecm 01.02.15.1700). MNMpw nypnype
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leHoxa-LLUoHnsAHa n apyrx kanunnaputax Guoncust KoXn ¢ MMMYHOMIOOPECLIEHTHBIM UCCIIef0BaHNeEM
(mecm 01.02.15.315) no3BonseT 06HapyXuUTb OTNOXEHNA UMMYHOrMOOYNMHOB B CTPYKTYpax AepPMbl.

Tecm 01.02.15.395 AHmumena k 3HOomeniuasabHbIM Kllemkam

AHTUreHHble MULLEHW aHTWIHOOTENUArnbHbIX aHTUTEN HeOOCTaTOYHO W3yYeHbl, MO3TOMY AN BbISBEHUS
OaHHbIX ayToaHTMTen mncnonbdyetca HPU®. Y 6onblmnHCTBa 60MbHBIX C BaCKynMTamMu KpYMHbIX U CpeaHuX
COCY[0B, OTMEYAETCS MONIOXKUTENbHBIA pe3ynbTaT 0BHapyXeHWs1 aHTUTenN. AHTUTENa K 3HOOTENWIO MOryT
MMETb NepeKPECTHYI0 peakumio ¢ aHTUOCHONUNUAHBIMU aHTUTENAMN U aHTUTenaMm K TpomboumTam.
Tecm 01.02.15.1185 TunupoeaHue HLA-B51 npu 6one3Hu bexyema

BonesHb Bexyeta (BB) npeacraBnsieT cobon cucteMHoe ayToMMMYyHHOe BOcrnanutensHoe 3aboneBaHue,
XapakTepu3yloLieecsi BacKynuTom, TpoMb0o30M apTepuii n BeH BCEX pasmMepoB, U3bA3BIIEHNEM CIU3UCTBIX,
YBEUTOM, MEHWHIO3HLedanuToM, acCMMETPUYHON apTponaTuer, rrnomepynoHedpuToM, a Takke
ceposutamn. o 75% naumeHToB ¢ Bb sBnsiTca Hocutensmu reHa HLA-B51. Y naumenTtoB ¢ Bb
nonoxuTteneHbix Ha HLA-B51 vawle HabntofgaloTcs A3Bbl CIM3UCTBIX, YBEUT 1 MopaxeHue Koxu. OTcyTcTBrne
annenu HLA-B51 3HaunTensHO cHxkaeT puck pa3sutusa bb, HO He ucknovaeT 3aboneBaHue.

Tecm 01.02.15.010 AHmuHelimpodgusibHble yumonaasmamu4yeckue anmumena (AHLUA)

OCHOBHOW TeCT ANs BbISBNEHUSI aHTUHENTPOUNbHbIX aHTUTen siBnseTcs HPU® ¢ uccnegoBaHnem Tutpa u
TUMa CBEYEeHWs LMTOMMasMbl KNeTkn. BbigensioT ABa OCHOBHbIX TWMa CBEYEHWS — LMTONma3maTu4ecKuia
(uAHLLA), xapakTepHbli Onsi rpaHynemaTosa, M nepuHykneapHbii (NAHLA), xapakTtepHbln ans Apyrux
MUKPOCKOMNMYECKMX BacKkynmtoB. MoxeT Takke BbISBNATbCA HeTunuuHblin Tun AHLIA (HAHLIA/XANCA),
KOTOPbIN OTMeYaeTCcs Npy BOCNanuTenbHbIX 3aboneBaHusax kuweyvHrka. CyliecTByowmne pekomeHaaumm no
TectupoBaHnio AHLIA npu rpaHynemaTto3HbIX BacKynutax u nopaxeHuu nodek (Bossuyt X. et al. 2017)
TpebyloT COBMECTHOrO BbISIBIEHUS] @aHTUTEN K MpoTevHa3e-3 M Mueronepokcuaase C NnoMoLblo TeCTOB
BTOpOro nokonexusi (mecm 01.02.15.680). MNpu B3K n gpyron natonoruu uenecoobpasHo Mcnonb3oBaTb
meTtoa HPU® wn BoisBnate AHUA coBmecTHo ¢ AH® (mecm 01.02.15.035), Tak Kak aHTUMHyKrneapHble
aHtutena moryt MackupoBatb AHLIA. CouyetaHHoe onpegenedne AH®, AHUA un P®  moxer
MCMNoNb30BaTbCH B KA4eCTBE CKPUHUHIA BaCKyNMTOB 1 peBMaTtuyeckon natonorun (mecm 01.02.15.020).
Tecm 01.02.15.680 AHLIA-ckpuHuHe; Tecm 01.02.15.140 AHmumena k npomeuHasle 3; Tecm
01.02.15.135 AHmumena k muenonepokcudaze u mecm 01.02.15.415 Awmumena k aHmuzseHam
aHmuHelumpodgubHbIX aHmumen (6 aHmuzeHos)

B a3ypodumnbHbIX rpaHynax LuTonnasMbl HEATPOUIIOB HaxoauTcs psia GenkoB, KOTOPbIE OCYLLECTBASOT
MUKpOGULUMaHbIE M BakTepuumaHble PYHKLMM 3TUX KIETOK. AHTUTENa K HUM urpatoT Bonbluoe 3HayeHne B
[AVarHoCT1Ke BacKyrnuToB, MOPaXKeHWn NevyeHn 1 3aboneBaHnii KUWeyHuka.

AHmuzeH 3abosigaHue AHmuzeH 3abosiesaHue

lMpomeuHasa-3 [paHynemartos Onacmasa CKB, Backynut, B3K (6.KpoHa, HAK)
Muenonepokcudasa | MonvaHruut, Hecpput | besiok BPI MykoBuCUMA03

KamencuH G CKB, PA, B3K JlakmocpeppuH | Ckneposupytowmii xonanrmt, B3K

Tecm 01.02.15.365 AHmumesnia k C1q ¢ghakmopy KomMmnieMmeHma

Cuctema KkoMnrnemeHTa npeacTaBnsieT coboW rpymnny CbIBOPOTOYHbIX OEnkoB, KOTOpble COBMECTHO C
MMMYHOrmobynMHamMn paspyluatoT KINeTouyHble CTeHKu Oaktepuii 1 mMeMbpaHbl COOCTBEHHbIX KIETOK,
nopaxeHHblX Bupycamu. AHTuTena k C1q dakTtopy KomnrnemeHTa crnocobHbl cTtabunusvposatb C1-
KOHBEPTa3y W MpPUBOAUTb K BbIPaXXEHHOW aKTMBauuM CUCTEMbl KOMMnemeHTa. B pesynbraTte crtpagaer
CTeHKa KanwunmnsipoB W pa3BMBAETCH KOXHbI rMMOKOMMNIieMeHTeMU4eckum Backynut. AHtutena k C1q
BcTpeyvatotcst y 20-40% 6onbHbIx npu CKB 1 yyacTByloT B NopaxeHun novek npu aTom 3aboneBaHuu, a
Takke y 40% npyv MMMYHOKOMINIIEKCHBIX BACKYNUTOB pPa3fM4yHON 3TUOMOMUN.

Tecm 01.02.15.150 OnpedeneHue kpuo2s06yIUHOE C aKMUBHOCMbLIO peeMaimoudozo ghakmopa
KpurornoGynuHbl oTMevaroTcs Npy KpUornobynMHeMmnYeckux BackynmTax (KpuornobynmHemusix). BeigensioT
NpoCTyl0  KpWOrnmoOynMHemMnio, Npu  KOTOPOW  KPUOrMobynuHbl  MpeAcTaBneHbl  MOHOKMOHarbHbIMU
MMMyHornobynmHamu ogHoro knacca. lNpu cMmeluaHHOM KpuornobynuHeMun B COCTaBe Kpuonpeuunurata
o6HapyXuMBalTCHd MMMYHOrMOBYNUHbI ABYX KMaccoB, M3 KOTOPbIX OAWH WUMeeT akTuBHocTb P®. B
pesynbTaTe AaHHOro TecTa uccrnegyeTcs Hanudve KpuornobynmHoB, oLeHnBaeTcs KpUokpuT (% oT obbema
CbIBOPOTKW) M akTMBHOCTb P® B npeuunutarte. [ing KoppekTHoro obcrefoBaHusa Heobxoaumo obpaTtutb
BHUMaHWe Ha CTporue TemrepaTypHble ycrioBusi 3abopa KpoBu 1 focTaBkv GruomaTtepuana B nabopartoputo.
Tecm 01.02.15.351 _TunuposaHue Kpuo2/106y/IUHEMUU 33 CYET OMpeAerieHnst MOHOKIOHarbHOro
KOMMOHEHTa MO3BONSAET YTOYHUTb TUMN KPMOrmobynmHemnm.
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[unarHocTuka nopaxeHuUsi nouek: Obicmporpozspeccupyrowull eromMepynoHepum, MembpaHO3HbIU
ernomepyrnoHeghpum, amunioudos, 6onesHb ®abpu, mybynouHmepcmuyuanibHbil Heghpum, KOMIIeKcHasi
OuasHocmuka MoYyekameHHoU 60siesHU

MmMmyHomornueckoe obcrnepoBaHve npu 3aboneBaHMsX MNOYeK MNO3BONSET, Mpexae BCero, BbISBUTb
BTOpPUYHbIE HedponaTum Ha poHe cUCTeMHbIX 3aborneBaHunii unu Backynutos. C Apyron CTOPOHbI, Npu psae
COCTOSIHUIA, Takux kak cuHapom [yanacuyepa, MeMOpPaHO3HbIA FromepyrnoHedput, 6onesHs ®abpu moryT
ObITb BbISIBNIEHbl XapakTepHble nabopaTopHble Mapkepbl 3TUX 3abonesaHun. O6cnemosaHue npu
3aboneBaHNAX MNOYeK BaXHO [OMOMHATb WCCNeOOBaHWEM CUCTEMbl KOMMIIEMEHTa, KOTOPOe OYeHb
YyBCTBUTENbHO K Pa3BUTUIO MMMYHOKOMIMIIEKCHOW naTtonorum (CM. nocnegHwun pasgen). BaxHbim gns
BbIsiBNeHWs 3aboneBaHuin NMovek Takke ABMAETCS AeTeKUuMs napanpoTerHeMuin (CM.HuXe), B Buae b6ernka
BeHc-xoHca (mecmbi 01.02.15.640/645), a Takke OLEHKE MHOEKCA NPOAYKLMM CBOBOAHBIX NErknx Lenemn
UMMYyHOrnobynuHoB kanna/nsméaa B cbiBopoTke (mecm 01.02.15.341). MapanpoTenH, npeacTaBneHHbI
CBOOOAHBIMU METKMMU LiensMU, U MONMMepbl BocrnanuTenbHbIX 6enkoB nexar B OCHOBe (hOpMUpPOBaHUS
amunongosa Mno4vek, ConpoBOXAALLEro TsxenbiM HedpoTnyeckum cuHgpomom. UccnepoBaHue maska
noakoxHoro xupa (mecm 01.02.15.360) npenctaensieT cobon GbICTPLIA M ManoOWHBa3WBHbLIN MeTop,
BbISIBNEHWSA amMMnonaosa M XopoLo KOppenupyeT ¢ aMUonaHbIM NopaxXeHWeM rnoyex.

Tecm 01.02.15.085 AHmumena k 6a3anbHol membpaHe kny6oy4ka (BMK)

AHTUreHoMm aHTUTEn k GasanbHoi MembpaHe noyek siBNsieTcs konnareH |V Tuna, u3 KOToporo coctouT
6asanbHad MembpaHa knyboyka v 0asanbHas MembpaHa anbBeon nerkvx. [losBrneHwe aHTUTEN
COMPOBOXAAETCH Pa3BUTMEM MNOYEYHO-NIeroyHoro cuHgpoma [ygnacuyepa. TWNWYHBIMU MPOSBNEHUAMU
3aboneBaHust sIBMSOTCSt BbICTPONPOrpeccHpyoLnin rnoMepynoHedpuT U anbeeonuT. [Ons AMarHoCTuku
MOpPaXKeHU MOYeK W Merknx Npu BacKynuTax pekoMeHayeTcs coveTaHHoe BbisiBrieHne AH®, AHLIA u
aHTuTen k 6asancHon membpaHe (AH®, AHUA, at k BMK) — TecTbl 01.02.15.090/095

Tecm 01.02.15.311 AHmumesna k peuenmopy ¢ocohonunasni A2

Mpn membpaHo3HOM Hedponatum (MaMoNaTUHECKUA MEMOPaHO3HbIA  FMOMepynoHedpUT) OCHOBHBIM
aHTUreHOM SBNseTCA TpaHCMeMOpaHHbIN rnukonpoTeuH - peuentop docdgonunasel A2 (PLAZR),
akcnpeccupylowmnca Ha nogoumte. AHTuTena k PLA2R 3anyckaloT cuHTe3 komnareHa IV u namuHa, un
aKTMBauul KomnnemeHta c paspyweHuem BMK u uutockeneta nogoumta. Wowonatmueckun MIH
obycnoBneH cybanutenvanbHbIMU OTNOXEHUAMU UMMYHOTTOBynMHOB 1 6enkoB MaTpukca, YTo NPUBOAMT K
HedpOTUYECKOMY CUMHOPOMY, COMpOBOXAatlleMy 3To 3aboneBaHue. KoHUEHTpauusi aHTUTen Bbille B
nebroTte n npy 060CTPEHUN 1 CHWXKaEeTCHA Ha ooHe 3PEKTUBHON Tepanuu.

Tecm 01.02.15.1115 Anbgha-1 Mukpo21o6yuH e pa3oeoli MoYe (nepecyem Ha KpeamuHUH)

Anbda-1 MukpornobynuH (maccor 27 k[la) BblpabaTtbiBaeTCs NeYEHbI, PUNLTPYETCSH B MOYY Y NOMHOCTHIO
peabcopbupyeTcs NpoKcMMarnbHbIMK KaHanbLuamy. He sBnsieTca peakTaHTOM OCTpoW ¢asbl, MO3TOMY €ro
CMHTe3 cTabuneH. B Moye oOH nopaBnseT obpa3oBaHWe MOYEBBLIX KOHKPEMEHTOB W obnagaet
aHTubakTepuanbHelM AenctBuem. MouyeBasi akckpeuuss A1TMI-MHOMKATOP COCTOSIHUIA C NOpaXeHueMm
KaHanbLeB, Hanpumep WMHTOKCMKaLMKU TSXXENbIMA MeTannamu, UWeMUU MOYKM, OBCTPYKTUBHOW 3afepiKKu
Mouw, TyByno-uHTepcTmumansHoro HedppuTa, anabeTnyeckon HedponaTum 1 nuenoHedpuTa.

Tecm 01.02.15.1140 AHmumena k 6a3anbHbIM MeMbOpaHaMm KaHabuee

AHTUTena k 6asanbHbiM MeMOpaHaM KaHanbLeB SBRASIOTCS Mapkepom TybynsipHon HedpponaTum,
COMPOBOXAAILLENCs MuUKporemaTtypuen, NpoTeMHypve W nonuypuen, a Takke WHTepCTUMUManbHbIM
WHUNBTPATOM C NOpPaXeHWEM KaHarnbLEB, BbISIBNSIEMbIM NMPU GUONCUM NOYKM.

Tecm 01.02.15.1150 [eHomunupoegaHue npu 6one3Hu Pabpu

BonesHb ®abpu npeacraBnset cobow X-cuenneHHoe 3abonesBaHue, Npyu KOTOPOM MyTauuu B reHe GLA
CHWXaIOT aKTUBHOCTb pepMeHTa anbga-ranakrosmgasbl A. Knaccuyeckas popma pa3BuBaeTCsi y My>XHUH U
XapaKkTepu3yeTcsi akpornapacTe3eil, aHrMokepaTtoMamu, BbIpaXeHHbIM HapylueHMeM paboTbl MOYek,
opTanbMONOrnyecknMm, KapavoriorMyeckuMm 1 HeBPOMOTMYECKUMU HapylleHUsaMW. Y reTepo3uroTHbIX
HOcUTenen MyTauuid >XEHCKOro nora Habnwpaetcs nerkas cdopma GonesHn $abpu, nposiBnstoLlasics
XPpOHUMYecko BGornesHb Moyek, MLLEMUYECKUMU HapyLLUEHUSIMW FOMOBHOMO MO3ra, a Takke rvneptpoduei
NeBOro xenyaoyka. PekomeHgyeTcs npoBefeHNs UccrefoBaHns Y poacTBEHHMKOB.

Tecm 01.02.15.360 UccrnedosaHue noOKOXHO20 Jupa OJisl ebisiesIeHUs1 amusioudosa

MccnepoBaHve Maska NOAKOXKHOIO Kupa (OKOMNOMyno4YHO) NO3BOMSIET MaNlOMHBA3WBHO BbISIBUTH CKOMIEHUS
amunonga B TKaHM C NOMOLLbBI0 oKpawmBaHus KoHro poT. MeToa XopoLlo KoppenupyeT ¢ pesynbTaTtamu
BbISIBfIEHMS1 amunounga B OpyrMx opraHax. Tawke Ansa anddepeHumanbHONM AUMArHOCTUKM MEPBUYHOMO
amunongo3a pekoMeHayeTcsi UccrnegoBaHme cBOOOAHbIX nerkux uenen B kposu (mecm 01.02.15.341) v
reHOTUNMPOBaHNE TPaHUPPETMHOBOrO amunongosa (mecm 01.02.15.1605).
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Tecm 01.02.15.885 OnpedeneHue cocmasa MoYyego20 koHkpemenma npu MKb

MouyekameHHas 6one3vb (MKB) nopaxaetr go 0,5% Bcer nonynsuum, npu atom go 40% cnyyaes
KaMHeobpasoBaHusi peunameupyeT. lNpodunaktuka peumnavBa (MeTadunakTvka), a, B psige Cryvaes, u
neveHne MKB, ocHoBaHO Ha MpeAcTaBieHUM O XMMUYECKOM COCTaBe MOYEBbIX KOHKpeMeHToB. B cocTas
MOYEBbIX KaMHEel BXOAAT pas3fuyHble MWHepanbl, MPeuMyLLEeCTBEHHO ObpasoBaHHblE Ha OCHOBE
docaTHbIX conen Kanbuus, LiaBerneBoW KUCMOTbl (Okcanatbl), aMMOHUIHBIX ¢bocdaToB (cTpyBuTta), a
TaKke MO4YEBOWN KUCMOTbl U ee coneil. CnekTpOCKONUYECKUn aHanna3 KOHKpeMeHTa Mo3BOMseT y3HaTb ero
COCTaB 1 onpeaenuTb NpaBuUIbHYI TaKTKKy neveHust no pekomengaumam EAU (Tuark C. et al. 2017).

Tecm 01.02.15.1090 Buoxumu4yeckoe onpedesieHUe JIUMO2eHHbIX cybcmaHuyuli 8 cymo4Hol mMoye
(kanbyul, ma2Hul, okcanamsi, pocghop, MoYegasi Kucnoma, yumpam, KpeamuHUH)

B coortBetctBUM C pekomeHgaumsmu EAU 2017 no auarHoCTUKe MouvekaMeHHoW 6GonesHn ans
onpeeneHvst NPUYMHbLI KaMHEBbIAENEHNS U NNaHMpoBaHWA MeTaduNakTukM y rpynn pucka Heobxoavm
[ABYXPa30BbI aHaNM3 3KCKPeLMM OCHOBHbIX NIMTOrEeHHbIX CyOCTaHLMA B CyTOYHOW MoYe. BoamoxeH aHanus
pa3oBoW (paHHen yTpeHHe) Moun (mecm 01.02.15.1095), XOTS OH MeHee TOYEH MO CPaBHEHMIO C CYTOYHOM
3KCKpeuMel, HO nepecyeT Ha KpeaTMHUH TO3BONSIET HOpManu3oBaTb uUccrnedyemble noka3aTenu.
N3MeHeHne aKCKpeuun KambLus C MOYEn SBMAETCA YacToW NPUYMHOW (DOPMMPOBaHUS OKcanaTHbIX
KOHKpeMeHTOB, noaToMy mecm 01.02.15.1100 no3BonseT onpegenutb U MOHUTOPUPOBaTb HapyLleHune
3KCKpeUMW KanbLus, B CWUMNYy PasHbiX NPUYMH, B TOM YWCIE, MOBLILEHHOW YyBCTBUTENBHOCTU pelenTopa
(VDR) k BuTamuHy D (mecm 01.02.15.1220), npyBOASALLEN K aACOPOLMOHHON runepKanbLnypum.

OunarHocTuka aHeMumn: xenesodeuuyumHasi, MmezanobrnacmHas U 2unonposnugepamusHblie aHemuu,
2emonumuyeckue aHemuu, cghepouumoas, 2/1t0k030-6 ghocgham OeaudpoeeHasa, 2emMoeaiobuHonamuu.
AHemMun npeacTaBnstoT COOOM LUMPOKUIA CMEKTP KaK CaMOCTOSITENbHbIX 3aborneBaHuin, Tak U BTOPUYHBLIX
COCTOSIHWIA, NpUYEM UX MNaATOreHe3 MOXEeT BKMHYaTb HECKONbKO HEe3aBUCMMbIX  MEXaHU3MOB.
XenesopgedunumtHaa aHeMUs xapaKTepusyeTcsl CHKEHEM OBLLMX 3anacoB Xernesa, a Takke BTOPUYHbIM
yBEMNUYEHNEM NpeLEeCTBEHHNKOB 3PUTPOMN033a, YTO OTNNYaeT ee OT runonponudepaTMBHbIX aHeMUW,
CBsI3aHHbIX C BOCMarieHneMm, naTtornoruein noyek, obMeHHON NaTonornen nnm nopaxeHMeM KOCTHOro Moa3ra.
MaTtonormsa  KWWeEYHVMKA  Takke  SABMSETCS  4acTOM  MpUYMHOM  Xenesopgedwuuuta  (mecmbi
01.02.15.720/735/260). K O6GMeHHbIM aHeMUsIM Takke OTHOCHAT MerarnobnactHble aHemuu, NpUdUHON
KOTOpbIX SIBASIIOTCS ayTOUMMYHHbIE HapyLlUeHUsi BcacblBaHUS B XENyake W KUWeYHuke (mecmbl
01.02.15.050/211/256/546/1055/1060)), a Takke HapyweHue obmeHa conatoB (mecm 01.02.15.1190).
AHEMUM CMELUaHHOTO reHe3a COMyTCTBYHOT ayTOMMMYHHbIM MOP&XEHUMEM KULLEYHUKA, TaKuM Kak
aTpoduyeckunii ayTOUMMYHHbIA racTpuT, uenuakusi, B3K. O6si3aTenbHbiM TECTOM Mpy xenesogeumumTe
ABMAETCS UccnegoBaHye CcTyrna ¢ uccrnefoBaHneM KanbnpoTEKTUMH U remornobuH (mecm 01.02.15.735).

K remMonuTu4yeckum aHeMuUsiM, OTHOCST 3aboneBaHusi C pasHbiMKM MexaHuamMamu. AyTOMMMYyHHble
reMonuTU4Yeckne aHemMmmu, 0bycroBneHbl aHTUIPUTPOLIMTAPHLIMU aHTUTENaAMK UN 2eMoIuU3uUHaMu (mecm
01.02.15.890)., kpome TOro BbIAENSIOT XOroAoBble remonuanHbl (mecm 01.02.15.900), koTtopble 06bIYHO
CBfi3aHbl C MOHOKMOHanbHbIM napanpoteMHoMm (mecm 01.02.15.421). [latoreHe3 HEUMMYHHbIX
reMonUTUYECKUX aHeMuii OYeHb pas3HoobpaseH. emormo6GuHonaTMM M TanacceMum CBsi3aHbl C
naTornorveln cuHTesa remornobuHa, aHaumonartuu (F6PAN) c fedeKToOM aHTMOKUCIUTENBbHBIX (DEPMEHTOB,
cchepounTos - c gedektoM membpaHbl apuTpoumTa, BaxHenwmm Tectom ans anddpepeHumnansHon
OMarHOCTUKN HEUMMYHHBIX FEMOSIMTUYECKUX aHEMUIA CITY>XUT OnpeaernieHne 0CMOTUYECKON Pe3NCTEHTHOCTU
aputpountoB (mecm 01.02.15.930). CHwkKeHVe ypOBHA  KOMMNIIEMEHTa CbIBOPOTKM KpOBM (mecm
01.02.15.715) oTMe4aeTca MNpU TakMX COCTOSHUAX KakK MapoKcM3ManbHas HoYHas remornobuHypus u
aTUMUYHBIA FTEMONMUTUYECKUA YpeMU4ecknin cuHApoM. MNMpyu KOCTHOMO3roBbIX anflacTUYeCKUX aHemMusix
obcnegoBaHMe MOXET BbISIBUTb BTOPUYHYIO MPUYKMHY, €.d. CUCTEMHOEe peBMaTuyeckoe 3aboneBaHuve,
remogarountos Wnu napanpotevHemunio (mecmbi_01.02.15.245/421/506), kpome TOro, Mosie3Ho
nccnegoBaHWe  reHOB  KMNOHaNbHOro  remono3sa (mecm  01.02.05.725). Cpean  HEUMMMYHHbIX
reMonUTUYECKNX aHeMUIA MOXXHO 0COB0 BbIAENUTL TanacceM1Mn U reMorno6uHonaTum, KoTopblie BXOAUT B
YMCMO CaMbIX YacTbIX HAcNeACTBEHHbIX 3aboneBaHun (~7%), KOTOPbIMY NOBCEMECTHO cTpagatoT bonee 250
MIH YenoBek. PacnpoctpaHeHHOCTL B Poccumn Manbix (hopM Tanaccemmm HeM3BECTHA, HO MO BOMbLUMHCTBY
oueHok moxeT npesbiwate 0,5%, Npn 3TOM aHeMUs HaNMOMWHAaEeT TaKoBYHO Mpu Xenesofgeduumte, HO He
oTBeYaeT Ha npenaparbl Xefne3a 1 ConpoBOXAAETCH BbICOKMM PUCKOM reMoXpomaTosa.

Tecm 01.02.15.890 CkpuHuH2 nonucneyudguyeckux a22IlomuHuHoe (npsimasi npoba Kyméca)

TecT BbISIBNSET aHTUIpUTpouuTapHble aHTuTena knacca IgG u C3d-KOMMOHEHT KOMMMeMeHTa Ha
NOBEPXHOCTM 3puUTpounTOB. Pa3BepHyToe nccnenoBaHne MoHocneuudmryeckmux arrntotuHmHoB Kymo6ce-
npodunb (mecm 01.02.15.895) no3sonsieT onpeaennuTb aHTUIPUTPOUMUTapHbIE aHTUTena knaccos IgG,
IgA, IgM, C3c, C3d. T[lemonutnyeckme aHemMuu, OOYCNOBMEHHbIE MOSBIIEHWEM ayTOaHTUTEN
reMonM3nHOB/arrMTUHYHOB, TakkKe NPOTEKaloT C BblpaXXEHHOW akTMBaLUMen CUCTEMbl KOMMNIeMeHTa (U ero
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notpebnenuem). MNpamasa npoba Kymbca yacto otmevaetcs npu CKB, gaxe B OTCYTCTBMM MPOSIBNIEHWN
remonu3a n BXoauT B KPUTEPUM ANArHOCTUKM BOMHYaHKM.

Tecm 01.02.15.900 OnpedesieHue x0/10008bIX a22/1l0MUHUHO8

[emMOonM3nHbI/arrMOTUHNHBI, KOTOPbIE NPOSABAAIT aKTUBHOCTb TOMBLKO MPW HU3KWUX TemnepaTypax, ABMsTCs
NPVYMHON XOMOAOBOro remonmsa. Hepegko xonodoBble arrMiOTUHWHBLI ABASIOTCH  MOHOKMOHAmNbHbLIM
napanpoTenHOM, KOTOPbIA MOXET ObITb BbISIBIIEH C MOMOLLbIO CKpUHUra mecma 01.02.15.421.

Tecm 01.02.15.940 Pacmeopumbiti peuenmop mpaHcgeppuHa (ppTP)

PactBopumbin  peuentop TpaHcdeppuHa (ppT®) npencraBnsieT cobon peuentop AnNsg  3axsaTta
TpaHcdeppuHa, OCHOBHOW (DOpMbl NepeHocMMOro >kenesa B kpoBu. Haubonbliee konuuyectBo pTo
HaXoAMTCH Ha 3PUTPOMNAHBIX NPeALIeCTBEHHUKAX 1 Npu nx nponudepauum pTP cnywmsBaeTca ¢ MembpaHsl
N OKa3blBaeTCH B KPOBU. YBenuyeHne ppT®P CbIBOPOTKM BO3HMKAET NPU YBEMUYEHUN SPUTPOMAHOIO poCTKa
npu xxenesogeduunte. B otnuuum ot depputuHa KoHueHTpaums ppT® He YyBCTBUTENbHA K CUCTEMHOMY
BOCManeHnio 1 He [aeT NOXHbIX pe3ynbTaToB Npu BocnaneHun, Gonee Toro, vccrneposaHue obowx
MapKepoB LienecoobpasHo coveTaTb AN yBeNnyYeHns MHMOpMaTNBHOCTH 06CreaoBaHNs.

Tecm 01.02.15.1670 UccnedoegaHusi 2encuduHa

lencuguH sBnseTcs MOMMNENTUAHLIM TOPMOHOM, CUHTE3MPYEeMbIM MeYeHbld B Xode ocTpoda3oBoi
peakuun, a Takke B OTBET Ha Meperpysky xenesom, obecrneyvBas ee 3aluTy OT Meperpyskun Xernesom.
lencuguH cHWxaeT BcacbiBaHUSI Xenesa U3 KWULWEeYHUKa, YTO MO3BONsieT perynupoBaTb obwmii obbem
NOCTyNatLLEero B opraHnam xenesa. lNoBbIlWEHHbIM YPOBEHb rencuavHa oTMeyaeTcst Npu ocTpoda3oBoM
oTBeTe, nNepens3bbiTke MOCTyMaloWEero B OPraHnsM xernesa, B TOM 4uCre npueme npenapaTtos xernesa,
Tanaccemuu, remoxpomartose. [lpu wuccnegoBaHuM pucka pasBUTUS remoxpomaTosa  LenecoobpasHo
reHoTunupoBaHne HFE reHa gnsa onpegeneHus natoreHHbix BapuaHToB (mecm 01.02.15.1020).

Tecm 01.02.15.945 KoagbgbuuueHm pacmeopumbiti ppT®/cheppumuH

Ona avarHocTuku kenesogeuumuta HaumyylwmnMm TecTOM NPeAcTaBnseTcsl pacyeTHbIN KO3IMMULMEHT,
obbeanHsAOLWMI ABa Hanbonee YyBCTBUTENbHbIX TECTa ANA BbiSBNEHWS AeduumTa xenesa, gaxe Ha oHe
XPOHUYeckmx 3abonesaHui. [Npu xenesopeduumnTe CHWXKEH DEPPUTUH CbIBOPOTKW, OTpakarowmin oblime
3anacbl kenesa, HO YyBENUYMBAETCS Myn 3pPUTPOMAHBLIX NPEALIEeCTBEHHUKOB, KOTOpble SIBMSIIOTCS
nctoyHnkom ppTd. Mpy rmnonponudepaTnBHbIX aHEMUSX, TakUX Kak aHeMus XPOHUYECKOro BocnaneHust
Unn noyeyHas aHemus, obLyme 3anachkl Kenesa ocTaloTCs B HOPME, NO3TOMY (PEPPUTUH HE M3MEHEH M
[axe nNOBbIlleH BcreAcTBME BocnaneHusi, a nponudepaumn 3pUTPOMOHLIX MNPEeALIECTBEHHUKOB He
BO3HMKaeT. JTO MO3BOMSeT ucnomnb3oBaTb TecT ppT®/deppuTrH Kak onTUMarnbHbI MapKep BbiSBIIEHWS
neduumTa xenesa npy onpeaeneHnn nokasaHui K Tepanmm.

AHmumena k ¢gphakmopy Kacmna - eHympeHHemy dhakmopy (ABP)

AYTOMMMYHHBIA FacTpuUT SBMSETCA O4YeHb PacnpPOCTPaHEHHOW NaTonorMen, COnyTCTBYIOWEN MHOTMM
ayTOMMMYHHbIM 3aborneBaHusMM, nopaxatollen 6onee 2% nuuy ctapwe 60 net. AMNKXK npucyTcTBytoT y
90% 60nbHbIX C ayTOMMMYHHBLIM racTpuTom, 60% BonbHbIX ¢ NepHULMo3Hon aHemmen n 30% BonbHbIX C
Tupeomautom Xawwmmoto. Mpu ractpute AMKXK LenecoobpasHo BbISIBNSTE COBMECTHO C aHTUTENaMu K
Helicobacter pylori knacca IgG - mecm 01.02.15.295. AHTUTENa K BHyTpeHHeMy bakTopy y4acTByloT B
pas3BUTUU BUTAMUHO-AeuLmMTa, NOCKONbKY 00ycnaBnvMBatoT HapyLLleHe BcacbiBaHWsl BUTaMuMHa B12 u, kak
cneacteue, passutve ero geduumta. OTmevarTcs y 70-80% OGOMbHLIX C NEPHULMO3HOW aHEMUEN.
PekomeHayeTtca wccnepoBaTb coBmecTHO ¢ AlMKXK (mecm 01.02.15.610). Kpome TOro KpunToreHHom
NpuUYMHON pa3BuTUsi aHemum npu AB3 aABnsieTCs LEenukums, CKpbiTble hOpMbl KOTOPOW BO3HMKAKOT Npu
MHorux AU3. [Insi ckpyHWra uenuakum uenecoobpasHo npoBoauTtb cepornoruyeckoe mecm 01.02.15.211 w
reHeTnyeckoe TectupoBaHue Tect 01.02.15.43.

Tecm 01.02.15.720 'emo2/106uH u 2emMo2/106uH-2anmo2s106uH e cmyse (FOBT)

FemornobuH B cTyne unu fecal occult blood test (FOBT) sBnsietcs MeTOAOM AN UCKMHOYEHUS
KPOBOTEYEHNA W3 HWKHWX OTAENOB KULIEYHMKA, B TOM YuCMEe NPV BOCMANEHUSX CTEeHKN KWWK W©
OHKOMorMyeckux 3aboneBaHusix. B otnuume OT Xxumuyeckoro metoda onpenerieHust xenesa B CTyne,
UMMYHOXMMUYECKoe onpeaeneHne remornobuHa He TOMbKO YyBCTBUTENMbHEE, HO He M3MEHsieTcst npu
noTpebneHun MsicHOM Ny, GoraTtol xene3oM. 'eMornobuH-ranTornoduHOBLIN KOMMNMEKC obpasyeTcs npu
KpoBOTEYEHMsAX M3 0OOJOYHOW KULIKW, B TO BPEMS Kak MCTOYHUKOM remorrnobuHa siBRSOTCS MNOnunbl
CUIMOBMAHON M npsiMmoii kuwkn. FOBT coBMECTHO C onpeferneHMeM KanbrnpoTeKTUHA B CTyne, KOTOpbIii
yKasblBaeT Ha BOCManeHus KUWe4YHWKa, NpuMeHsieTcsa B uccnefoBaHuu cTyna mecm 01.02.15.735
KOMIIIEeKCHbIU _dheKasibHbIU CKPUHUH2 MOpaXKeHUsl KuweYHUKa, KOTOpbI MO3BONSET Oonpeaenutb
HeobXOANMOCTb KONOHOCKOMUM U SHLAOKCOMMYECKOrO UCCMNEeAoBaHNs TOHKOMO KULLIEYHUKA ANs onpeaeneHus
NPVYMHBI BOCNANEHNS 1 KPOBOTOUNBOCTMN B CTEHKE KULLIKW.
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01.02.15.930 OcMomu4eckasi cmoUKocmb 3pUMPOUUMo8

OnpepeneHne pJguanasoHa CTOWKOCTM 3pUTPOLMTOB K OcMoTudeckoMy nwuaucy pacteopamu  NaCl
pasnuUyHbIX KOHLEHTpaUMA NpeacTaBnsieT (YHKUMOHANbHbIA TECT CTPYKTYPHbIX CBOWCTB 3pUTPOLMTOB.
HacnepacTBeHHbIi  cHepoLMTO3 XapaKTepusyeTcsi aHemuelh C MOSIBIIEHMEM B KpPOBM CEPOLMTOB,
anunToumToB unu cromatountoB. OCHOBHOW OCODBEHHOCTBIO CCHEPOLMUTOB SBMSIETCA WX CHWDKEHHas
CTOWMKOCTb B TFMMOTOHMYECKUX pacTBopax, YTO CBMOETENbCTBYET O CTPYKTYPHbIX Aedektax MembpaHbl
aputpoumuta, 0OYyCnOBrEeHHbIX reHamMmum MembpaHHbix GenkoB. Yactasg ymepeHHas aHemMus w
XenyHokaMeHHast 6one3Hb B MOSIOAOM BO3pacTe SABMSHOTCA OCHOBHBLIMW KITMHUYECKAMU MPOSIBNEHNSMU
3aboneBaHus. B otnuunm oT cdepoumutosa, npu reMornobrmHonaTusiX BO3HUKAET OTHOCUTENbHbIA U30LITOK
MeMbpaHbl, 4YTO BedeT K YBENUYEHUD OCMOTMYECKOW CTOMKOCTW KNETOK ANsi MMNOTOHWYEeCcKoro nuswuca,
NMo3TOMY TECT NO3BONSET NPOBOAUTL AnddepeHLmanbHbIv AuarHo3 mexay Hanbonee YacTbIMW NpUYUHaMu
HacneACTBEHHbIX FEMONUTUYECKMX aHEMUIA.

Tecm 01.02.15.950 AkmueHocmb 2/110k030-6-chocgham dez2udpozeHasnl (F6PAI)

PepmeHT 6PN NpuHMMaeT yyacTve B CUHTE3e [MioTaTMoHa, HeOOonbLUOW MOMEKynbl, POfb KOTOPOW
CoCToMT B 3axBaTe cBODOOAHLIX pajuKanoB kucriopoda, B M3bbiTke o6pasyoluMxcs B 3puUTpouuTe.
HacnepncteenHbii gedekt MO aBnsetca 4dacton Haxogkom B HOxHom EBpone, CpeaHem Boctoke,
Adopuke 1 A3un. Y nvy 4acTo OTMeYaeTCs BblpakeHHasi XXenTyxa HOBOPOXAEHHbIX (0COBEHHO BMecTe C
UGT1A1 myTaumen npu c.XXunbbepa), a B 3perioM Bo3pacTe MOXET pasBUTLCS FEMOMUTUYECKUA KpU3 B
OTBET Ha UHMEKLMM Unn npenaparTbl, )XenYHoKameHHas 60ne3Hb 1 XPOHUYecKas reMonuTuyeckas aHemums.
Tecm 01.02.05.725 [eHomunupoeaHue naHesiu 2eHO8 KJIOHallbHO20 2eMoro33a (Yacmblie Mymayuu
2eHoe JAK-2. CALR, MPL) MyTtaumm CTBONOBbIX KMETOK remMonod3a npuBOAsT K (POPMMPOBAHMIO
acceHumanbHoro aputpouutosa (JAK-2) n tpombouutosa (MPL/CALR), 4To npvBOOWT K MOBbILIEHHOMY
pUCKy psiia remaTornormyeckux Heornnasm, Muenodunbposa, Mytaumsa V617F B 14 ak3oHe reHa JAK2 (Anyc-
KMHa3a-2) sBnsieTcs MapkepoMm Ph-HeraTuBHbIX MuenonponvdgepaTMBHbiX 3aboneBaHuin:  UCTUHHOM
NoNMUMTEMUK, SCCEHLMANBLHON TPOMOOUUTEMUN N NEPBUYHOrO Muenodunbposa. [aHHbIi MapKkep BXOAWUT B
KpUTEpUN ANArHOCTUKM MmuenonponvdepaTMBHbIX 3aboneBaHuii, a Takke MOXeT BCTpevaTbCs Mpy OCTPOM
MMWENOMAHOM FeNKo3e U MUenoamncnacTu4eckoMm CMHAPOME, HO 3HauMTenbHo pexe. MyTtaunm 515 kogoHa
reHa MPL (peuentop TpomGonoatuHa) moryT ObiTb O6HapyxeHbl y 3-5% 6OMbHbIX 3CCeHUManbHoOn
TpombGouuTemmen n 5-8% OOMNbHLIX NepBUYHLIM Muenodubposom. MyTauum, Aeneummn, UHCEPLUA B reHe
CALR (kanbpeTtukynuH) Boisenstotcs Y 20% 60nbHbIX € 9cceHumansHo TpombounTemuer n 25% 6onbHbIX
C NepBUYHLIM MUenocmbpo3om.

Tecm 01.02.15.506 OnpedesieHue npoueHma aaukuposarus gpeppumuna (6MK)

CuHgpom MakpodparanbHow aktusauum (MAC) npeacTtaBnsier cobol  ayTOMMMyHHOE COCTOsIHWE,
COonpoBoOXAaaroLLeecs remMoaroLmMTo3om, aHemwuen, nXopagKow, renaTtocnineHomMeranven,
numdageHonatuen, nopaxeHvem neyveHn, [BC 1 HeBPOMNOrMYECKUMWU MPOSBNEHUAMU. VICTOYHUKOM
BblpaXXeHHON runepdeppuTnHemMnn cnyxat mMakpodars KOCTHOro mosra v ceneseHku. [Mpogyumpyembii
Makpodparamu heppuUTUH He TFMUKO3UNNPOBaH, T.€. NULIEH OCTaTKOB CUanoBblX KUCMOT, B OTAMYUM OT
HOpMarnbHOro eppuTHA, CUHTE3UPYEMOrO NeYveHblo. HU3KuiA NpoueHT rmuknpoBaHns depputiHa (<30%)
yKa3bIBaET Ha aKTMBaLMIO MaKpoaros 1 MOXET UCMOMb30BaTbCS AN NOCTAHOBKM AnarHosa.

Tecm 01.02.15.1135 Snekmpoghope3 cemozs106uHa 95151 QuazHOCMUKU 2eMo2106uHonamut
CoBpeMeHHbIn ~ MeTOA,  KanmuimspHOro  M303MeKTpodpoKycupoBaHusi  reMorrnobmHoB  no3sonsieT
[eTekTMpoBaTb OCHOBHble chpakumu remornobvHa HBA, HBA2 n HBF, cpaBHUTENbHLIA aHanu3 KOTOpbIX
Nno3BonNsieT caenatb BblBOA O AedekTe cuHTe3a HopmarbHoro (HBA) remornobuHa. Kpome Toro, metog
NO3BONSET BbIABNATbL CTPYKTypHble BapuaHTbl remornobuHa (HbS, HbE, HbC, HbH), MHoxecTBO peakmx
remornobuHonatuin (>100). BnekTpodopes (M303nekpodOKyCUpoBaHNE) reMorriobuHa XopoLo BbiSBMSET
BCce popMbl GeTa-Tanaccemum, GOMbLUMHCTBO reMornobrMHonaTuin, Ho CpaBHUTENBHO HEYYBCTBUTENEH ANsi
Marnbix dopm anbda-tanaccemmn (-AMAA n (A-/A-).

Tecm 01.02.15.1135 Anekmpoghope3 cemozs106uHa 9151 QuazHOCMUKU 2eMo2106uHonamul
CoBpeMEHHbIN MeToA KanumnmsipHOro 130351eKTPOOKYCMPOBaHMS reMornobuHa no3BonsieT AeTEKTUPOBaTh
OCHOBHble ero dpakumn HBA, HBA2 n HBF, cpaBHUTENbHbIV aHanM3 KOTOpbIX NO3BONSET cAenaTb BbiBOA O
nedekte cuHTe3a HopmanbHoro (HBA) remornobuHa. Kpome Toro, Meton mMoO3BONSET BbISBMATH
CTPYKTypHble BapuaHTbl remornobuHa (HbS, HbE, HbC, HbH), MHOXecTBO pegkux (>100)
remornobvHonaTtunin AnekTpodopes (M303NeKPOodOKyCUpoBaHNE) remornobuHa XopoLwlo BbISBNSET BCe
dopmbl GeTa-Tanaccemun, BGOMNbLUIMHCTBO reMornobuHonaTuii, HO CpaBHUTENbHO HEYYBCTBUTENEH ANs
OMarHocTuku Manbix popM anbga-tanaccemmmn (-MAA).

Tecm 01.02.15.1460 "'eHemu4eckasi duacHocmuka anbga-manaccemuu (2eH HBA1,2, HS40)
leHoTUNMpOBaHKe reHa remornobuHa HBA1 u HBA2, Bkntovatollee ero perynstopHyto obnacte HS40,
NO3BONSIET BbISIBUTL MPOTSXKEHHBbIE AEMNELUn reHeTUYECKOro Matepuana, U sIBNSeTCs OCHOBHbIM METOA0M
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AnarHocTukn anbda-tanaccemuu. NospexaeHne ogHOro UnNu AByX reHoB reMornobrHa Bbi3biBaeT marsble
dopmbl 3aboneBaHus (-AAN n (A-/A-), a Gonee 3HauuTenbHble HapyLlleHus NpUBOAAT K cuHTe3y HbH
remornobuHa u TsHxenon cumnTomaTuke 3aboneBaHus.

Tecm 01.02.15.1465 "'eHemu4Yeckas duazHocmuka 6ema-manaccemuu (ceHe HBB)

CekBeHupoBaHue reHa remornobuHa HBB siBnseTcA OCHOBHbIM METOAOM AMarHOCTUKM BeTa-Tannaccemuu
1 remorrnobuHonaTui, MOCKONbKY MO3BONSIET BbISIBUTH LUMPOKMIA criekTp (>1000 onucaHHbIX BapuaHTOB)
reHa, MHOTMEe W3 KOTOPbIX SBMASIOTCA MPUYMHOW CEPrOBWMOHOKIETOYHON aHEeMWW, CUHTe3a CTPYKTYPHbIX
BapuaHToB remornobuna (HbE, HbC, w pp.), 6eta-Tamaccemun, a Takke psiga remornobuHonaTui.
KnuHnyeckuii cnekTp natonorum BapbmMpyet OT MUKPOLMTAPHOW reMONMTUYECKON aHeMUM (C yBenmyeHnem
pucka TpomMb030B), 4O CUMMTOMATVKM BOMbLUMX POPM Tanaccemmn 1 CeproBUAHOKNETOYHON aHEMUN.

OunarHocTuka 3aboneBaHMW nerkux W cepaua: capkoudos, XObJI, amgusema, anbeeonumsl,
muokapdum, HacriedcmeeHHbIl TTR-amunoudos.

Capkonpo3 npefcTaBnsieT CobOM  XPOHUYECKUMA TpaHyneMaTo3Hbll Npouecc, O6bIYHO Mopaxarowmi
numdaTnyeckie yanbl cpegocTeHns. Kpome nopakeHuss nerknx, Hepeako OTMevaeTcs BHeneroyHas
cuMnTOMaTuKa, Takas Kak yBeuT, yanoBaTtas apuTema, apTputbl, obpasoBaHue rpaHynem B LIHC,
HanoMWHalLWMX pacCcesiHHbI  cknepo3. [paHynembl, COCTOSILLME U3  BOCMANUTENbHBIX  KIETOK
MeTabonuyeckn akTUBHbI W CUHTE3UPYIOT MeauaTopbl WMMyHHOro oteeTa. OfHMM K3 NpPOAYKTOB
CapKoOMAHbIX rpaHyneM SIBMSeTCS aHrMoTeH3uH-npeBpalyaowmn depmeHt (AM®P). Ero akTMBHOCTL Npu
capkovao3e ypaBHOBELUMBAETCA APYTMMW CUCTEMaMKM perynsauum apTepuansHoro aasneHuns. CuHtes Ard
3aBUCUT OT 0BLLEro Yncna KonmyecTsa rpaHyrneM, ero CoAepXaHue Bbille MPY BHEMNEroYHbIX MPOSBIEHNSX.
MexaHn3M nopaxeHus Npv anbBeOnNUTax 3aBUCUT OT HaNMUYMSA UM OTCYTCTBUSA AK3OreHHOro aHTureHa. Mpu
9K30TEHHbIX annepruyecknx anbeBONMTax 3SK30reHHbI aHTUreH (annepreH) nocTynaeTr B nerkue ¢
BAbIXaEMbIM BO3[AyXOM W TNPUBOAMT K MOCTENEHHOMY YTOMLIEHWIO arnbBeONIiPHOM  MembpaHsbl.
PacnpocTpaHeHHbIMU 3K30reHHbIMK annepreHaMu sIBNSTCS aHTUreHbl rpubka Aspergillus fumigatus,
KOTOPbIA LUMPOKO pacnpocTpaHeH B OKpyxawllen cpefe. BoisBneHne aHtuten knacca IgG asnsaetcs
TUNWYHBIM A5t 9K30T€HHOTO ansiepruiyeckoro anbBeonuTa.

XpoHuyeckasi BocnanutenbHas peakums B NErkux BO3HUKAET Npy MHOTUX 3aboneBaHusiXx U COCTOSIHUSIX, B
TOM 4yucre Mnpu KypeHun v NpousBOACTBEHHONW BpedHOCTW. B perynauum BocnanuTenbHbIX MpoLeccoB B
TKaHu BonbLUOe 3HaYeHne NMET MHIMOUTOPBLI NpoTeas, Npexae Bcero anbdga-1 aHTUTpUNcuH. CHXeHne
€ro NpoAyKUMU UMM CUHTES HEMOHOLIEHHbIX hopM NpuoauT k XOBJ1 n amcduseme.

Tecm 01.02.15.370 AkmueHOCmMb aH2UOMEH3UH-Npespawaroue2o hepmeHma cbiI8OPOMKU
MoBblleHHas aKTMBHOCTL aHrMOTEH3WH-NpeBpallarLlero depmeHTa (aunentuaunn-kapbokcmnenTuaasa)
obHapyxuBaeTcs Npu cepaevyHO-COCYANCTbIX 3aboneBaHusix M capkougose. [pu capkoupose BbICOKas
depMeHTaTMBHas akTMBHOCTbL OTMeYaeTcsl y 70% nauneHToB, MpUYeM Yalle NPy BHENEroYHOM NOPaXeHWN.
MoBblleHHas akTMBHOCTL (hepMeHTa ABnseTcs (haKTOpOM pucKka WHapKkTa, a €e MOHUTOPWHI MOXeT
MCMomnb30BaTbCsl Afsl ONTUMM3auuM [03bl UHIMGUTOpoB Al®. AKTMBHOCTL (hepMeHTa MOXeT ObiTb
Hecneundunyeckn NoBbilLeHa Npu nHdekumax movesbiBogawmx nyten, Crie.

Tecm 01.02.15.501 UmmyHOobeHOmMunupogaHue anbgha-1-aHmumpurncuHa (A1AT)

A1AT npepactaBnsieT coboi 3HAOTEHHbBI MHMIMOUTOP CEPUHOBBLIX MPOTEa3, UrpatoLMin BaXKHOE 3HaYeHUE B
perynsiuMm npoLeccoB arnonto3a, aHTUMUKPOOHOW 3awutbl M UMMyHHOM oTBeTe. [loa anbda-1-
aHTUTPUNCUHOBOM HedocTaToyHoCTbio (AATH) NMOHMMAKOT KONMMYECTBEHHBIW UMW KayeCcTBEHHbIN AeddunumT
A1AT Bcneactsme naToreHHbIX annenen reHa Pi. C nomowbio MeToaa usoanektpodokycuposaHusa (MOD)
BO3MOXHO onpegeneHve 6onee 100 pasnuuHbix eHoTUMnMYecknx BapuaHToB AAT, cpeau KoTopbixX
Hanbornee 4acTo BCTPEYAIOLMMUCH WU KITMHUYECKN 3HaAYMMbIMKU ABRSAOTCA Z U S-popmbl. [edekTHble
annernbHble ¢opMmbl 0GycraBnNvMBalOT Pas3BUTUE KIMHWYECKMX nposiBrieHuii AATH B BMae XpOHUYECKMX
Hecneundguyeckmx 3abonesanHuin nérkux (XOBJ) ¢ pa3BuTremM smuseMsbl, a Takke NoOpaxeHus neyeHu (3a
cyeT nonumepusauum Monekyn A1AT B renatoumtax). Yacto AATH BbisSiBNsieTcS Ha oHe MepBUYHBIX
BaCKynMTOB, B TOM Yncre, C nopaxeHnem nerkux. fivua, nmetowme AATH, nmetoT 0CO6EHHO BbICOKUIA PUCK
XOBJ1, koTOpbI NPOBOLMPYETCS KypeEHUEM U NPOECCUOHANBHBIMU BPEAHOCTSMU.

Tecm 01.02.15.375 fluazHOocmuka 3K302€HHO20 ajlyiepau4ecKo20 ajlbeeosuma

Anututena k Aspergillus fumigatus knacca IgG 3HauuTENbHO MOBLIWEHBI Y GOMbHBLIX C 3K30rEHHbLIM
anbBeoNnIMTOM, NeroYHbIM W BHemneroyHblM acneprunnesoM. OOHapyxeHue aHTWTen noaTBepXaaeT
AVarHo3, oJHaKo, y4uUTbiBas pasHoOOOpasHble MPUYMHBI 9K30TEHHOro anbBeonuTa, OTCYTCTBUE aHTUTEN He
uckntoyaeT 3abonesBaHne, OAHAKO CHWKAET BEPOSTHOCTb TOrO, YTO acneprunnes sBnseTcst ero NPUYNHON.
Tecm 01.02.15.170 OnpedenieHUe aHmumes K MUokapoy

AHTUTENa MOryT OblTb HanmpaBneHbl K MHOMVM CTPYKTYpam MWOKapAa, BKMO4as capkonemmy u
cokpaTuTenbHble 6enkn. Ha MonekynspHOM ypoBHe onvcaHbl okono 10 aHTUreHOB aHTUMWOKapAManbHbIX
aHTuTen. Metog HenpsiMoOn MMMYHOMNIOOPECLEHLNM MO3BOMSET BbISBMASATE CAPKONEMMHbBIN (MUONIEMMHbIN)
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TUM CBEYEHWs, KOTOpbIA OfpeaensieTcs aHTuTenamMmm K MembpaHHbIM aHTureHam, B TOM 4ucne
appeHepruyeckum peuientopam, 1 MMoUOPUIAPHBIA TUM CBEYEHUS!, CBA3AHHBIN C NOSIBNIEHNEM aHTUTeN K
COKpaTUTENbHbIM U CTPYKTYpHbIM Genkam Muokapga. AHTUTENa K Muokapgy OTMevarTcs npu
ayTOMMMYHHBIX X MMMYHOOMOCPeOOBaHHbIX 3aboneBaHusix cepaua, Bkmoyas cuHgpom [peccnepa,
NOCTKapANOTOMUYECKUA CUHAPOM, AUNMATALMOHHYIO KapavoMmnonaTuio, MUOKapauT U peBMokapauTt. B 1o
e BpeMs aHTuTena MoryT otmevatbes y 2-10% 380poBbix nuL, 6€3 NPU3HaKoB KIIMHUYECKOTO NOpaXeHUst
cepaua, YTo yMeHbLuaeT cneundnyHocTb obcrneaoBaHus.

Tecm 01.02.15.1605. eHoAuacHocmuka mpaHcmuppemuHogo20 amusioudo3sa (2eH TTR)
TpaHcTupeTuHoBbIi  amunonao3 (ATTR, TTP-amunoupos) - Haubonee pacnpocTpaHeHHasi dopma
HacneaCTBEHHOro (CeMerHOro) amunouaosa, BO3HWMKAlOWEro BCMeACTBME HOCUMTENbCTBa NaTOrEeHHOro
BapuaHTa reHa TTR, kogupytoLlero 6enok TpaHCTUPETWH (TPaHCMOPTHbIN Benok nnasmel kposn). Hanbonee
pacnpoCTpaHEHHbIMN  KNUHUYeckumn cdopmamm  TTP-amunongosa SBRslOTCA MNOpaxeHue cepgua C
pasBUTMEM PECTPUKTMBHON KapAuoMuonaTunm U ammunonpHas nonvHenponatus. [aHHbI TeCT HanpasneH
Ha BbisiBNeHne MyTauui B 2, 3, 4 ak3oHax reHa TTR. Llenecoobpa3sHo coyeTaTtb reHoTunupoBaHne TTR ¢
uccnegoBaHMEM Maska MOAKOXHOro xupa (mecm 01.02.15.360, kpome TOro npu MNOAO3PEHUM Ha
NEPBUYHBIN aMUIOMA03 PEKOMEHA0BaHO NccneaoBaHne cBoboaHbIx nerkux uene (mecm 01.02.15.341).

[AvarHocTvka napanpoTeMHEMUN: MHOXEeCmeeHHass Muesioma, 60re3Hb fezskux uernet, amunoudos,
6onesHb BanbdeHcmpeMa, MOHOKITOHaNbHas 2aMmanamusi He8bIsiCHeHH020 3HadeHusi (MITH3)
MapanpoTeunHbl (M) ABNSOTCA NEPBLIMM OMUCAHHLIMK OMYyXOMNEBbIMWU MapKepamu, T.e. OTpaxalT obbem
onyxonu. [NapanpoTenHbl BCTPeYaloTCs Kak NPU OHKOMOrMYECKUX, Tak W Npu OpYrux mnaToriormyeckmx
npoueccax, oTpaxasi HapylueHHOe (YHKLUMOHMPOBaHME WMMYHHOW cucTeMbl. Monekynbl napanpoTeuHa
MPOMCXOASAT M3 MOHOKIOHAMNbHBLIX UMMYHOMMOGYIMHOB M CUHTE3VPYIOTCA MNasMaTUHecKUMn KreTKamu.
MonvknoHaneHble MOMeKybl UMMYHONOOYNMHOB BKMoYatoT Taxenyto (IgA-anbda, IgG- ramma, IgM- mio,
IgD- penbTa, IgE-ancunoH) wu nerkyto (kanna wnu  nsmbga) GenkoBble Uenu.  Tspkenast  uUenb
MMMYyHOrnobynvHa onpeaenseT ero Knacc v nogknacc. Kaxapin KnoH nnasMauntoB aKCnpeccupyeT nerkue
uenu TONMbKO OOHOW Pa3HOBMAHOCTW. Hapsigy C nerkumm LensmMu B COCTaBe napanpoTeuHa MoryT
cuHTe3upoBaTbcs cBobopHble nerkue uenun (CJIL) nmmyHornobynvHoB (mecm 01.02.15.341), koTopble
MOryT CEKPETUPOBATLCA M30NMPOBAHO, YTO CONPOBOX/AAETCH N3MEHEHNeM nHaeKca kanna/naméaa.

Hapsgy ¢ onpegeneHueM nnasmaTUyYeckmnx KeTok B KOCTHOM Mo3re u cumntomamn CRAB, gelicteytowme
MexayHapoaHble pekomeHgaumm no anarHoctuke muenomsl 2014 roga (Rajkumar S et al. 2014) sknovatot
BbISIBIEHVE BbIPaXXEHHOTO U3MeHeHUs u3ameHeHHoro nHgekca CJIL (>100 wnm <0.01). XoTs BbIsBNeHne
napanpoTenHa HenoCPeACTBEHHO He Y4WTbIBaeTCA NpW NOCTaHOBKE AMarHo3a MWeriombl, coaepKaHue
napanpoTenHa ucnonb3yeTcs Ans knaccudukaumu npepsaboneBanuit, B ToM vucne MIMH3 u tnetowen
MWEroMmbl, a TaKKe Npu MOHUTOPUHIEe 3PMEKTUBHOCTH NIEHYEHNS MUENIOMBI.

Y GonblUMHCTBA MauUMEHTOB C MMENOMOM MapanpoTenH MoxeT ObiTb obHapyxeH 3a 5 nmet u Gonee fgo
Hayana KIMHUYECKON KapTuHbl, YTO NepBoHaYanbHO pacleHvBaeTcs kak MITH3. Habniopaetcs ysenuyeHune
BcTpeyaemoctu [N ¢ Bo3pacTom; B 6€CCMMNTOMHON nonynsuum GOMbLUMHCTBO CryyYaeB npeacTaBneHo
MIH3. Kpome Toro, 6onblloe 3Ha4YeHne NMEET AUArHOCTMKA NapanpoTenHEMUI C KITMHUYECKUM 3HaYeHNeM
B pamMKax amunougosa, KpuornobynuHemuii, NopaxeHui Mnouek, nonuvHemponaTun, remMonmUTUYECKUX
aHemuii, POEMS-cuHgpoma v psiga OpyrMx COCTOsiHWMIA. OTO MpUBENO K BbIAENEHWIO STOW rpynmbl
3aboneBaHuin B 0TAEMbHYIO Ho3omormveckyto dopmy (Fermand J.P et al. 2018).

3HayeHne obHapyXeHusi napanpoTeMHeMUM B MONYNALMM NPUBEAEHO HUXKeE:

MporHo3 3aboneBaHus CocTtosiHne BepositHocTb (% ) npw M1
Mvenoma 61%
Jlumdpoma 5%
3rokayecmeeHHble 2
MakpornobynvHemus BanbgeHcTpema 4%
npouecchbl S
[nasmaunToma 3%
Xnn 1%
Amnnongos 2%
HesnokavyecmeeHHbIe Kpuorno6ynmHemMusi/MOHOKINOHaNbHbIN PP 2%
naparnpomeuHemuu [amanaTusa peHanbHoro 3Havexus (M'P3) 2%
Mepudepuyeckast HemponaTusi 1%
MIH3(6e3 nporpecca 3a 5 ner) 18%
Acumnmomamuyeckue — S
TpaH3uTopHOE (NOXMWol BO3pacT) 1%

HakonneHve Mmacchbl 3110Ka4eCTBEHHbIX MNa3MaTUYEecKUX KNEeTOK MPUBOAUT K YMEHbLUEHWUIO MOonynsiumu
nnasMaumuToB KOCTHOrO Mo3ra, YTO BEAET K MOAaBMEHWMIO MPOAYKUMM HOpMarbHbIX MMMYHOrTOGYNMHOB
(ummyHonapesy). Tpyu  TPaH3UTOPHbLIX MapanpPOTEMHEMUSIX CUHTE3 MaparnpoTevMHa MpOVUCXOAMT Ha
NOMUKIMOHArNbLHOM hOHE, U He BeeT K YTHETEHMIO CMHTE3a 3aLUTHBIX UMMYHOTTIOBYIIMHOB KPOBW.
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Haunnyywmm mMeTogom onpefeneHys napanpoTerHa B CbIBOPOTKE KPOBU SBNSAETCS KONMYECTBEHHbIN MeTOf,
uMMyHodumkcauum. iMmyHodmKcaumns no3BonsgeT cHavana pasfaenvTb 6enku B rene MeToAoM 30HanbHOro
anekTpodope3a, a 3ateM MecTa JloKanu3auuMu MOHOKMOHAamNbHOIo MaparnpoTerHa OKpaluvBakoTCs
cneunduyecknMn aHTUCbIBOPOTKaMU MPOTUB MMMYHOrnobynvHoB 4enoBeka. OQHOBpPEMEHHbIN aHanus
CbIBOPOTKM M MOYM SBNSAETCS OCHOBOW B AMArHOCTUKE napanpotenHeMuin. dparmeHTbl MIMMYyHOrobynmHoB
MoryT ObiTb OBHapyxeHbl B Mouve B Buae Oenoka BeHc-[hkoHca (BBM). Mpu gobpokayecTBEHHbIX
napanpotenHemusx BBl B Moye He oBHapyxwuBaeTcs, YTO Mo3BonseT ucrnonb3oBaTtb BB[ kak ogvH n3
METOZOB ONpeAereHnst 31I0Ka4eCTBEHHOCTY NapanpoTENHEMUMN.

Tecm 01.02.15.421 CkpuHuH2 napanpomeuHemuli MemodoM UMMyHogUKcayuu cbi8OPOIMKU
[aHHbIi MeTo[ npeacTaBnsieT coyeTaHue anekTpodope3a OenkoB CbIBOPOTKA M MMMYyHOMUKCaumMn ¢
MHOTOKOMMOHEHTHOW (MONMBanNeHTHOW) aHTUCbIBOPOTKOW. AnekTpodope3 6GenkoB no3sonseT NpoBoavTb
KONMMYECTBEHHYIO OLIEHKY, a8 UIMMYHO(UKCaLWS BbISIBIISIET MOHOKIOHAMNbHbIA KOMMOHEHT.

[MpoBeaeHne faHHOro UccnenoBaHUsi NO3BOMSET TOYHO BbISBUTb MOHOKITOHAbHYH (OPakLmMio U C MOMOLLbIO
[EHCUTOMETPUYECKOTO N3MEPEHUST paccuMTaTb KONMYECTBEHHOE COAEPKaHMe napanpoTenHa B CbIBOPOTKE,
OOHaKO He MO3BOMSIET MPOBECTU €ro TUNMpoBaHWe. JTOT TECT PEKOMEHAOBaH Kak Ansl CKPUHWHra
napanpoTenHeMuii y NauneHToB C CUMNTOMaMu napanpoTemHemmnmn (6onu KocTsAX, NMMXopazaka, NoBbILLEHHOe
COQ, HapylweHve yHKUMM NoYek, MonvHenponatvsa v T.4.), TaKk U NPU MOHUTOPUHre 3ddeKTUBHOCTH
neyeHnss MMUenombl U APYrMX  MNnasmakneTouHbix — Auckpasuid.  KomOuHMpOBaHbIN  CKPUHUHZ
napanpomeuHos 8 cbigopomke u Mo4e (mecm 01.02.15.421) no3sonseT NPoOBOAWNTb paHHeE BbiSIBIIEHVE
MUWENOMbI 1 remabnacTo30B.

Tecm 01.02.15.640 CkpuHuH2 6eska beHc-[)xoHca 8 MoYe ¢ MoMouwibio UMMyHoduKcayuu u
munuposgaHue nNpomeuHypuu

BoeisBnenne BB[] B Moye ¢ MOMOLLbIO UMMYHOMMKCALMA C NOSTMKOMMOHEHTHOW aHTUCBIBOPOTKOM NO3BONSET
[eTekTMpoBaTh NonumMepbl cBOBOAHbIX NErkux uene B Moye, KOTopble SIBMSIOTCS OOHWM W3 OCHOBHbIX
XapaKTepHbIX NPOSIBNEHWUN KIMHUYECKU 3HA4YMMOWN mapanpoTevHeMuu (BKMoYas MmernoMy, amunovgos u
bone3Hb OTNOXeHu nerknx uenen). OOHOBPEMEHHbIN aHanmu3 MpOTEMHOrpaMMbl MOYM MO3BONSET
KONMYeCcTBEHHO onpegenuTb copepxaHus Genka BBM. CkpuHuHroBoe onpepenenve BB[ nossonser
OTMMYUTb  MOHOKMOHANbHYK  rammanaTtuio  HEBBISICHEHHOTO  3Ha4YeHWs  OT  3MOKaYeCTBEHHbIX
napanpotenHemuii. KomuuyectBeHHoe onpegenexHne BB[l B cyTo4yHOM Moue MO3BOMSET OLEHMBATb
OVHaMUKy napanpoTenHOBbIX GernkoB B xofe Tepanuu 3abonesaHusi. UMMyHoghukcauusi 6enka beHc-
xoHca (mecm 01.02.15.645) nossonsieT TunupoBaTb coctaB BB[. MNpu otcytctBum BB aHanus
6enkoBoro coctaBa MOYM MO3BONSAET OMPeAEenUTb OCHOBHbIE TUMbl MPOTEUHYPUW: TMOMEpPYyNspHas
(cenekTnBHasi, HecenekTuBHasi), TyGynsipHasi, PyHKLUMOHanNbHas!, NepPEnonHeHns 1 T.4.

Tecm 01.02.15.655 UmmyHogbukcayus IgG, IgA, IgM, IgE, IgD, k, A uenel 8 cbisopomke Kposu

B npouecce wummyHodmKcaumm 6Genku CbIBOPOTKM Ppas3fdensdloTcs € MOMOLLbI  anekTpodopesa 1
OKpaLLUMBaKOTCS COOTBETCTBYIOLUMMU aHTUCLIBOPOTKAMU MPOTUB OCHOBHbLIX KITACCOB MMMYHOrMOBYNMHOB 1
nerkux uenen. Takoe obcregoBaHWe MNO3BONSET ONpenenuTb OCHOBHblE (hOPMbI MapanpoTenHemuii. B
cnyyae oOHapyXeHWsi TOMbKO W3ONIMPOBAHHOW  MOHOKIIOHAnbHOM  MEerkom Lenu  npousBoavTCH
OOMONHUTENbHas peakums ¢ aHTucbiBopoTkamm IgE u IgD.

Tecm 01.02.15.645 UmMmyHoguKkcayusi napanpomeuHemMul 8 pa3ogol/cymoYHoli Mo4ye

[MosiBNeHWe MOHOKNOHaNbHbIX CBOOOAHLIX Nerkux uener B moye (6enok BeHc-[xoHca) BCTpevaeTcs y
GOrbLUMHCTBA NALMEHTOB C MUENOMON 1 CBUOETENLCTBYET O NOPaXKeHUU TYOYyNsSPHOro annapaTta noYku.
Tecm 01.02.15.341 Ce0600HbIe 1e2Kue yenu UMMyHO2/106y1uHO8 Kanna u asiMb60a e cbisopomke ¢
pacyemom uHdekca (Freelight) kanna/namé69a

CBobogHble nerkve uenu (CIL) wvMMyHOrnobynvMHOB sBRsIOTCS  pparMeHTam MOSHbIX  MOMEKyrn
UMMYHOrMo6YNMHOB, OHAKO OHU CUHTE3UPYHOTCS C U3BLITKOM M MOMaJaloT B KPOBb. YBENUYEHNE CUHTE3a
CJ1L kanna- n nAambaa- TMNoOB BO3HUKaET Npu BONbLUMHCTBE CIlyYaeB OCTPOro U XPOHUYECKOro BOCManeHus,
a npornopuuoHanbHoe YyBenuyeHne oTMedvaetcss npu MHorux AN3. Ha doHe napanpotenHemun
HabnogaeTcs PecTpUKUMA CUHTE3a, T.e. MPEVMMYLLUECTBEHHO CUHTE3MpyeTcst Tonbko kanna- CIL  wnu
Tonbko namba-Clll. YT1o6bl OUEHWTb AMCNPOMOPUMIO CMHTE3a WUCMONb3yeTCs MHAEKC KOHLEHTpaLui
Kanna/nsm6aa, KOTOpblA YyKasblBaeT, Kakasi U3 Lenell CuHTe3auMpyeTcs C U3ObITKOM. 3HauuTenbHoe
U3MEHEHWe MHOEKCa yKa3blBaeT Ha NapanpoTeMHEMUIO, KOTOpasi, B psife CryyaeB, BO3HUKaET 6e3 cuHTe3a
MOJSHbIX MOneKyn uMMmyHornobynmHos. CJI1L| yacTo BbI3bIBalOT NopaxeHue Nnoyek, a Takke ammnongos.
Tecm 01.02.15.451 Ce0600HbIe 1e2Kue yenu 8 Movye

®dparmMeHTbl  MMMYHOrMoOynMHOB (nerkMe uUenu) MoryT ObiTb OBGHapyxeHbl B Moye 6Gnarogaps
KOHLeHTpMpYytoLLeMy 3ddekTy B NMoyvkax, o4HaKo 3HauyMMble KoHueHTpauuu CJILL nosensioTca B Moye Ha
(hOHe MpOTEVHYPUW MEPErONHEHUS, KOTOPasi COOTBETCTBYET KaK YBEMUYEHUIO CEKPELIMM Nerkux uenen B
MOYY, TaK U1 MUENTOMHOMY MOPAKEHUIO KaHANbLEB MOYKU.

19



Tecm 01.02.15.476 OnpedeneHue 6ema 2 Mukpoas106ynuHa

Beta 2 mukpornobynuH sBRSeTCs CTPYKTYpHbIM KOMMOHeHTOM Monekyn HLA 1 knacca, noBbileHHas
3KCrpeccusi KoTopbix HabniopgaeTcs Ha B-numdounTtax u nnasmatudeckux kretkax. KoHueHTpauum
cBobogHoro B2MI™ B kKpoBM MOBbILEHbI NPU MUENOME M NMMEOMaXx, U ero N3MepeHne B CbIBOPOTKE KPOBU
No3BONSET OLEHUTb MPOrHO3 3TUX 3aboneBaHui.

Tecm 01.02.15.870 flJuaezHocmuka cuHApoMa a2urnepesizkocmu

BSA3KOCTb KpOBWM MOXET MOBbILIATECA MPU yBENUYEHUN Yncna (DOPMEHHbIX 3NIEMEHTOB (MONMUUMTEMUM, U
NenKeMUsX) U yBeNMYeHUs BS3KOCTU NNa3mbl KPOBM BCIEACTBUE YBENUYEHUS KOHLEHTpauun Benka npu
MUWErNomMe U MakpornobynuHemmn BanbaeHcTpeMa. XapaktepHasi Tpyuaga CMHApPOMA FMNepBSi3KOCTU KPOBU
BKINIOY@ET KPOBOTOYMBOCTb CMMU3UCTBIX, HapyLUeHWEe 3PEHUss U HEeBPONOrMYEecKyld CUMMNTOMAaTuKy OT
rornosHbIx 6onen o atakcun. Yacto oTMeyaeTcs cepaeyHas HeJOCTaTOYHOCTb, OTABILLIKA, aHOPEKCHS.
Tecm 01.02.15.540 OnpedeneHue koHUeHmpauyuu nodknacca lgG4

YBenuyeHve copepxaHua nogknacca |gG4 oTmevaeTcs npu psge COCTOSIHWNA, KOTOpble MOMyYvnu
Ha3BaHue «lgG4-accouumpoBaHHble 3aboneBaHusiy. [ns 3Tol rpynnbl  3aboneBaHWii  xapakTepeH
BblpaXEHHbIA (PUOPO3 TkaHel, ¢ ux wuHdunbTpaunen IgG4-cuHTesvpyoWwmMm nnasmaumutamu. pu
npoBefeHWn anekTpodopesa 6GenkoB CbIBOPOTKW, yBenuuyeHue |gG4 BbIMSAUT Kak MOHOKIOHamNbHbIN
KOMMOHEHT 1 MOXeT MMWTUPOBATb MapanpoTeVH Npu NpoBeAeHUN MMMyHOodVKcaumn. [ns onpegenexHuns
YpOBHA cuHTe3a nogknacca IgG4 onpegensietca ero  KONMUMYECTBEHHOE CoAepXaHuwe, a Takke
paccunTbiBaeTcs nHaekc |gG4/obwmn IgG ceiBopoTkm (B HopMe <20%). OnpepeneHvie Apyrmx nNoaknaccos
nmmyHornobynuHa IgG npoeoauTtcs ¢ nomolbio mecma 01.02.15.1570.

MaTonorua KOMMMEeMeHTa, LMUTOKMHbI WU OGUOMapKepbl: UMMYHOKOMIIIEKCHasi Mnamosoeus U
nompebrnieHue KomrnemMeHma, mpombomuyeckass MUKpOaHauornamusi, aHaUOHespomu4yeckuli Oomex,
2emonumuyeckull  ypemudeckuli cuHOpomMm, 6onesHb @oH BunnebpaHda, aymoeocnanumeribHble
3abonegaHusi CUHOPOM MaKpoghazaribHOU akmusauuu,

WccnepoBaHve 6enkoB CUCTEMbl KOMMIEMEHTa MMeeT Oomnblloe 3HayeHWe B AMarHoCTUKE MU
anddepeHumanbHON avarHocTuke BackynutoB. KomnnemeHT HacuutbiBaeT okono 30 pacTBOPUMbIX U
MeMOpaHHbIX 6ernkoB M MHIMOUTOPOB, KOTOpble HaxodsTCcs B CrNoXHoMm GanaHce. Knaccuyeckun nyTb
aKTUBUPYETCS UMMYHOrMOBYNMHaMn U UMMYHHBIMW KOMMIEKCaMK, arnbTepPHATUBHBIA — CaMONPOU3BOSbLHOWM
aktuBaument C3 Ha HesalWLLEHHbIX KMETOYHbIX MEMOpaHax, a MaHHO3HbIN NyTb — NP B3aMMOAEWCTBUM
JINC kneTto4yHon cTekn OGakTepuii B KOMMMeKce C JekTMHoBbiMM 6Genkamm wn CPB. [loTpebnenHve
KOMMOHEHTOB KIacCU4yeckoro nyTu (coyetaHHoe cHmkeHne C3 n C4) oTMeyaeTcsi Npu BacKynuTax, a Takke
OpYyroi MMMYyHOKOMMMEKcHon natororun, B T.M. CKB, A®C, KpuornobynvHeMum u CenTu4ecKmx
3aboneBaHusiX, anbTepHaTWBHOTO MyTW  (CHWKeHWe Tombko C3) nMpM  NOCTCTPENTOKOKKOBOM
rmomMepynoHedpuTe, Me3aHrMoKanumnisapHom rnomepyrnoHedpuTe, napokcm3marnbHon HOYHOW
remornobuHypun, I'YC/TTIM n nunoatpocdpun (mecm 01.02.15.715). CyuiecTByOT psif pacTBOPUMBIX U
MeMOpaHHbIX WHIMOUTOPOB CUCTEMbI KOMMIEMEHTA, OEMUUUT KOTOPbIX MPUBOAUT K XPOHUYECKOM
aKTuBauMM KOMMIIEMEHTa U MOBPEXAEHUIO TKaHW, B YacCTHOCTM, aHMMOHEBPOTMYECKOMY OTeky (mecm
01.02.15.705), remonuTu4eckoMy ypemmnyeckomy cuHapomy_(mecm 01.02.15.1705).

[unarHocTuka ayToBOCnanuTensHoW natonoruv TpebyeT vccnenoBaHusi psga GuomapkepoB BOCManeHus,
cpeau KoTopbIX BaXHeWLWumuy aBnsitotes 1L-18, kanbrpaHynuH (6enok S-100 A8/A9), IL-6, npokanbLUTOHUH
N HeonTepuH. Takke COCYyAMUCTOE MOBPEXAEHWE MPU BaCKyNUTax XapakTepu3yeTcsi KpawHe BbICOKMMM
YPOBHSIMU MnasmeHHoro dakropa doHBunnebpaHga (VWF). Takke uccneposanue VWF n ero doyHKUumm
BaXXHbI [i1151 NOCTAHOBKM AnarHo3a 6onesHn hoHBunnebpanaa.

Tecm 01.02.15.700 Ob6was 2emonumuyeckasi cnocobHocms cbieopomku (CH-50)

Onpepenenne CH-50 npeactaBnsieT coGol MHTErpaTUBHBLIA METO4 OLEHKUM aKTUBHOCTM (haKTOpoB
KOMMMeMeHTa KIacCU4Yeckoro nyTu, T.e. CBA3aHHOMY C akTMBauMel KOMNnemMeHTa nod AeNCTBUEM aHTUTenN
(v aytoaHtuten). Kpome toro, CH-50 onpepensieT akTVBHOCTb TEPMMWHArbHbIX KOMMOHEHTOB CUCTEMbI
komnnemeHta (T.H. MAK-komnnekca). Huskass aktuBHocTb CH-50 oTmedvaeTcs kak npu notpebneHue
KOMMMemMeHTa B Xo4e MMMYHOKOMMIIEKCHOrO Mpouecca, Tak U npyu BPOXAEHHOM Aeduumute KOMMOHEHTOB
KomnnemeHTa (Hanpumep C2 wrm C4), npuBoAsAwWEro K MMMyHooedvuuTy U npeapacrnofioXeHHOCTU K
ayToMMMyHHbIM 3abonesaHusm. UccnepoBaHue CH-50 B komnnekce ¢ oLeHKon KoHueHTpauuin C3 n C4
(mecm  01.02.15.715) nosBonseT  BbiABUTb  NOTpebneHne  hakTopoB  KOMMMAEMeHTa  npu
MMMYHOKOMIMIIEKCHOW NaTonorMm Unv nocTaBmTb AMarHo3 MMMyHoAedMLUTa CUCTEMbI KOMMNMEMEHTa.

Tecm 01.02.15.1700 UccnedoegaHue C5a npu akmuegayuu KoMnieMeHma

Pacwennenve C5 dakTtopa komnnemeHTa C5 koHBepTa3oi ABMSETCA UTOrOM 3amnycka BCEX Tpex NyTsx
akTuBauuMm CUCTEMbl  KOMMNIMMEHTa  (KNacCM4eckoro, anbTepHaTMBHOIO W JIEKTMHOBOIMO), a €ero
NpoTeonMTMYecKas akTMBHOCTb MPMBOAUT K DOPMMUPOBaHMIO MembpaHo-aTakyroLwero komrnekca. dakrop
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Cba (aHadunoToKkcuH), siBnseTcst npodykTtoM Aerpagaumm C5 v npefactaBnseT cobovi XxeMoaTTpakTaHT u
MOLLHBIA MpoBOCManUTEnNbHbIA areHT. Takum obpa3oM, ypoBHn Cba B nna3me KpoBU MOXHO
paccmatpuBaTb KakK WHTerpanbHbli MOKa3aTenb akTMBauMum CUCTEeMbl KoMmnnemeHta. YpoBeHb Cba
noBsbillaeTcs npu 3aboneBaHMsX C CUCTEMHOM akTvBauMen KomnnemeHTa, B Tom uucne C3-
rmomepynonatun (6onesHW MNOTHbLIX [[Eeno3nTOB W ApYrMx rrnomepynoHedputax), atunuyHom [YC,
noveyHonn CKB, KOMMNeMeHT-onocpeoBaHHON MUKPOAHTMOMNATUKU, CbIBOPOTOYHOW GONE3HU U CUCTEMHOMN
VUMMYHOKOMMMEKCHOW MaTonornm.

Tecm 01.02.15.725 UmmyHHbIe KoMmmiekebl knacca IgG, cesasbigarouue C1q (C1q-19G-UK)

B oTtnnuve oOT pacnpocTpaHeHHbIX, HO 4acTo OLWMOOYHbIX METOAOB OnpedeneHnst LIMPKYNUpYoLmX
UMMYHHBIX kommnnekcoB (LIMK) ¢ nomolwbto npeunnutauum M3, metop ceBasbiBaHus C1g no3sonseT c
BbICOKON  CMNELNPUYHOCTBIO  BbISBUTb  VMMYHOKOMMIIEKCHYIO MAaToOMorvio UM onpeaenutb  NpUYnHy
noTpebnexHusi komnnemeHta (mecm 01.02.15.715). CoBmecTHO c TecToM no onpegeneHuto CH-50,
onpegenenne C1g-lgG-MK nossonser npoBoaAWTb AWArHOCTUKY BTOPWYHOW  MMMYHOKOMIIIEKCHOW
natornoruu npu AU3 1 NMMyHOKOMMIEKCHbIX BackynuTtax (mecm 01.02.15.020).

Tecm 01.02.15.1560 UccnedogaHue koHUeHmpauyuu uHaubumopa C1-acmepa3sbi (C1INH)

NHrmbutop C1-acTepasbl ABNSETCA OCHOBHLIM PacTBOPUMbIM MHIMOUTOPOM KNaCCMYECKOro NyTu CUCTEMbI
KOMNMemeHTa, n ero (yHKUMOHamNbHbI AedVUMT BedeT K PeLnavBUpYOLLEMY aHMMOHEBPOTUYECKOMY
oTeky. Bbigensior Havbonee YacTylo BPOXAEHHYO U peakue npuobpeTeHHble (opMbl 3TOro 3abonesaHus.
Y GonblwunHcTBa nauneHtoB ¢ gedpuuntom C1INH oTmevaeTcss Huskoe cogepaHue C4 KOMMOHeHTa
KOMMNMemMeHTa B CblBOPOTKE KPOBW, YTO YKa3blBaeT Ha ero notpebrneHne no KnaccMyeckomy nyTu.
Uccneposanue copgepxanns C1INHB nnasme cnegyet oononHsTe ucciedoeaHuem akmueHocmu C1-INH
8 nnasme kposu (mecm 01.02.15.705).

Tecm 01.02.15.1705 UccnedosaHue gpakmopa H komniaemenma

daktop H sBnsieTcss pacTBOPMMBIM MHIMOMTOPOM anbTEPHATMBHOMO MyTW KOMMMEMEHTa, KOTOPbIN
cBa3biBaeTcA ¢ bGenkom C3b, yckopsieT pacnag C3-koHBepTasbl, a Takke [AENCTBYET Kak Ko-(hakTop
dakTopa |. ®akTopy H npuHagnexuT kniovesas posfib B 3aliMTe SHAOTENUanbHbIX KIETOK OT akTusaLuu
KOMMMeMeHTa npu TpoMboTudeckux mukpoaHrmonatusix (TMA). Huskvue ypoBHM caktopa H unm cHuxeHvne
ero (yHKUMM OTMevalT Mpy aTunUYHbIX opMax  remonuTMKo-ypemuyeckoro cuHgpoma (alYC). Y
naumeHToB ¢ alYC Hanbonee yacto (okono 30% criydaeB) obHapyxwuBalT myTaumu reHa daktopa H
(CFH), 4TO NpUBOAMT K CHWXEHMWIO €ro KOHLEHTpaLuu B CbIBOPOTKE KpoBW. AyToaHTuTena k aktopy H
obHapyxwuBatoT npnbnusutensHo y 10-15% GonbHbix alYC. lMockoneky avarHos alYC yctaHaBnuBaeTcs
nyTéM McknoyeHust gpyrmx npuauH TMA, pekomeHayeTcsa coveTaTb uUccriefoBaHme yYpoBHs daktopa H ¢
MOINEKynsApHO-reHeTn4eckum uccnegosaHue reHa CFH.

Tecm 01.02.15.1730 UccnedosaHue codepkaHusi u akmueHocmu ADAMTS-13 (dhrroopomempusi).
OCHOBHOWM  TOYKOW MPUMOXEHUS  3HOOTenuanbHoh  MeTannonpoTemHassl ADAMTS13  sBnsoTcA
MynbTUMepbl daktopa BunnebpaHaga (VWF), obpasytoLmecs Ha NOBEPXHOCTU 3HAOTENMUS, YTO NO3BONSIET
npeaoTBpaTUTL  MNEpPakTUBaLMIO  COCyAMCTO-TpoMOoUMTapHOro remocTa3a. HepgoctaTok akTMBHOCTU
ADAMTS13 npuBoguT K TOMy, YTO BO3HUKaeT KacagHas peakuus arrperauMm TpPOMOOUMTOB Ha
NMOBEPXHOCTU 3HAOTenMss C Tpombo3om cocyda. OTO MPUMBOAUT K pasBuTMIO  TpomboTuyeckomn
TpombGoumToneHuyeckon nypnypbl  (TTM, 6Gone3Hb MowwkoBULA) — PEOKOro  KU3HEYrpoXaroLlero
3aboneBaHnsi, Pa3HOBMOHOCTM  TPOMOOTMYECKOW  MUKpOaHruonmatuu, KoTopas  XapakTepuayeTtcs
HEMMMYHHON MWKPOAHIMOMATUYECKOA FEMONUTUYECKON aHemuel, HEeWMMYHHOW TpombGouuToneHuen
noTpebneHus;, NMMXopagkon, MOYEeYHON HEeAOCTAaTOYHOCTHI0 U HEBPOMOMMYECKUMU HapyLleHusMn. [narHos
TTIM nopgTBepxaaetcsa npu aktusHocT ADAMTS 13 B nnasme meHee 10%.

Tecm 01.02.15.1235 UccnedoegaHue chakmopa ¢hoH BunnepaHda (vVWF:Aq)

daktop BunnebpaHaa npeacraBnsieT cobol MHAYKTOP COCYAUCTO-TPOMOOLIMTApHOrO reMocTasa, KOTopblIi
XpaHuTcsa B Tenblax Bebepa-lannage aHAOTENVOLMTOB 1 NONMMEPU3YETCA NPV NOBPEXAEHUN SHAOTENUA
UHAYUMpYs hopMupoBaHMe TpoMBoLMTapHOro cryctka. MOCTOSIHHO CHIDKEHHbIE Mra3MeHHble ypoBHu VWF
XapakTepHbl Ans 6onesHn BunnebpaHaa tun 1, koTopas siBnsieTcs Hanbonee pacnpocTpaHeHHo hopMoit
3TOro 3aboneBaHUs M XxapakTepusyeTcst MPOMOPLMOHANbHLIM CHIDKEHWEM COAEPXaHUs W aKTUBHOCTMW
6enka. MpuunHol GonesHn sBNSeTCA HacneACTBEHHas NaToNorusl, pexe, Ha hoHe mMuenonponudepalum
(Tarke AU3), BO3MOXHO pa3BuUTUE peakvx opMm npuobpeTeHHon Gonesun Bunnebpanaa. YBenuyenve
nna3meHHbIX ypoBHer VWF Bo3HMKaeT Ha (oHe BacKynMTOB PasnUYHON npupodbl U TpombBoTh4eckmx
MWKpOaHrMonaTuii, Y4TO NO3BONSET MCnonb3oBaTb ypoBHW VWF B kadecTBe 6Guomapkepa NoBpexaeHust
COCY[0B.

Tecm 01.02.15.1540 UccnedosaHue ceolicme u akmusHocmu ¢hakmopa ghoH Bunneparda (vWF)
CHwxeHve puctoueTunH-kodakTopHon aktmsHocTu (VWF:RCoO) n konnareH-cBsidbiBaloLer akTUBHOCTU
VWF:RCA) xapakTepHbl Ans 2 tuna 6onesHn Bunnebpanaa, conpoBoxaatoLleincs BblpakeHHbIM AeeKTOM
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dyHKuMn Genka. YpoBHM VWF 1 TeCTbl Ha €ro akTMBHOCTb CreAyeT BbIMOSHATb COBMECTHO. BaxHo
OTMETUTb, YTO MOCKONbKY OonbWMHCTBO opm 6Gone3nu ¢oH BunnebpaHga ABNSOTCA ayTOCOMHO-
OOMUHAHTHBIMKM  Npu obcnefoBaHMs NauMeHTOB HEOOXOAMMO WCMONb3OBaHWE METOOOB MOSIEKYNSIpHON
reHeTUKN.

Tecm 01.02.15.1710. KanbepaHynux S100 A8/A9 cbieopomke kposu

CbIBOPOTOYHbIV KanbnpoTekTuH (Mnu kanbrpaHynuH) (CK) conyTcTByeT ocTtpodha3oBoMy OTBETY Npu psige
BOCNanuTenbHbIX W ayTOMMMYyHHbIX 3aboneBaHui. KanbnpoTekTMH npeacTaBnseT cobon  Kanbuvn-
CBA3bIBAOWMA Oenok uuTonnasmbl NenkouuToB, coctoswmi u3 retepokomnnekca S100A8/A9. Ero
CbIBOPOTOYHbIE  YPOBHW  OTpaxarT AerpaHynsiumioo  (HeTo3) INelkouMToB UM OTMeYaeTcs npwu
ayToBOCnanuTenbHbIX 3aboneBaHusX, npoTekalwmx ¢ HentpodumnnesoM. [loBbiweHHble ypoBeHun CK
oTMevaloTca npu cuctemHon copme HOXA (6oneswn Ctunna), nonuaptukynspHom HOXA, 6GonesHn
KaBacaku, 6one3nn Ctunna B3pocnblX, peunavMBMpyoLLeM nepukapauTe, CEMenHol cpean3eMHOMOPCKOM
nmxopagke n apyrux AB3, 4To No3BonsieT paccmaTpuBaTh €ro B kayecTse Gromapkepa 3TUX COCTOSIHUA..
Tecm 01.02.15.1510 OnpedeneHue uHmepnelkuHa-18

3HauuTenbHas BblpaboTka IL-18 nponcxoauT Kak KrneTkax rpaHynouuTapHo-mMakpodaranbHoi CUCTEMbI, Tak
N B CTPOMAasnbHbIX KneTkax TKaHu Ha (hOHe CMCTEMHOro BOcnaneHust nop AecTBMEM MHENaMMacoMbl,
napannensHo c¢ BbipaboTkon IL-13. B otnuuum oT nocnegHero, Gnarogapsi CpaBHUTENBHO BbICOKUM
KOHUeHTpaumsm  IL-18 nyywe oTpaxaeT MakpodaranbHOe BOCManeHuWe, XapakTepHoe  Ans
ayToBOCnanuTernbHbIX 3aboneBaHuiil, xapakTepusylowmxcs BbipaboTkon IL-1B. YpoBeHb IL-18 oTpaxaet
aKTUBHOCTb MHOrMx AB3, BKMovasi ceMenHyo cpean3eMHOMOPCKYH0 NUXOpadKy, CUCTEMHbIN OBEHWIbHbIV
apTpuT 1 6onesHb Ctunna, 6onesHn KaBacaku, KpoMe TOro BCTpEYaeTcsi MpU MHOMMX remMaTonorMyeckux,
ayTOMMMYHHbIX M MH(EKUMOHHbIX 3aboneBaHWsiXx B pamkax CUMHOpPOMAa MakpodaranbHON akTUBaLuum
(cvHopoma  BbicBOGOXAEHUS  UMTOKMHOB). [lpy nogo3peHMn Ha  remodarouutapHbii  CUHAPOM
LuenecoobpasHo coyeTatb nccrnegoBaHue IL-18 n onpegeneHve ypoBHS rMukMpoBaHus doepputnHa (mecm
01.02.15.506).

Tecm 01.02.15.1505 OnpedeneHue uHmepnelikuHa-6

UHTepnenkuH-6 (IL-6) aBnseTcsi OCHOBHbIM MakpodaranbHbIM LUTOKMHOM, NHAYKTOPOM KOTOPOro SIBASETCS
IL-1B, kpome TOro, nonoxutenbHasi obpaTHasa CBA3b 3anyckaeT KackafHbl cuHTe3 IL-6, koTopbi NexuT B
ocHoBe ocTpodasoBovi peakuun. [loBbleHne ypoBHe IL-6 sBnsetca npuumHonm cuHTesa CPB, kak
OCHOBHOTO peakTaHTa oCcTpon hasbl. XOTS CbIBOPOTOYHbIE YPOBHU |L-6 CpaBHUTENBbHO ManoYyBCTBUTENbHbI
K CUCTEMHOMY BocnaneHuto (no cpaBHeHuio C ypoBHsMu CPB), ogHako yBenuyeHue CbIBOPOTOYHbIX
KOHUeHTpauui |IL-6 yka3biBaeT Ha BbIpaXXEHHYI0 CUCTEMHYH BOCMAnUTENbHYHO Peakuuio U «LUUTOKUHOBbIN
LUITOPM».

Tecm 01.02.15.1695 OnpedesnieHue npokaabyumoHuHa (memod UPA)

MpokanbuutoHuH (MKT) npeactaBnseT coboi BbICOKOYYBCTBUTENbHBIA U BbICOKOCNELMMUYHBIN MapKep
cucTteMHon BakTepuanbHoOM MHpekUMU (pexe OTMEYaeTCst MpU CUCTEMHBIX FPUOKOBBLIX U MPOTO30MHbIX
MHekuusx). YposeHb [MKT y 340poBOro yenoBeka uYpesBbldavHO HU3kuA — meHee 0,05 Hr/mn. [MNpwu
HEOCINOXHEHHOW BUPYCHON MH(EKUMM He OTMeYaeTCcs 3HauMmoro nosbiweHns yposHs MKT. YposHwu ot 0,5
00 2,0 Hr/Mn ykasblBaloT Ha MOBBILLEHHbIA PUCK CEMTUYECKMX OCIIOKHEHUI, a =2 Hr/Mn CBUAETENbCTBYIOT O
cerncuce unu centmdeckom Lwoke. Bpemsa nonyxumsun monekynbl MNKT coctaBnsieT okorno 48 4yacos, NO3TOMY
obpaTHasi AMHaMuKa nokasartensi ManoumHdpopMaTBHa.

Tecm 01.02.15.1515 OnpedeneHue unmepelikuHa-10

WHTepneiiknH-10 (IL-10) 0ObIMHO OTHOCST K rpynne MPOTUBOBOCMANUTENbHBIX LUUTOKUHOB. [M06OYHBIM
apbhekToM M3B6LITOYHOrO cMHTe3a IL-10 MoXeT BbiTb pasBMTUE XPOHMYECKOTO BOCMANEHNS N XPOHUYECKNX
MHGEKUMIA BCreacTBue HECNOCOOHOCTM WMMYHHBIX MEXaHU3MOB MOMHOCTbIO MOAaBMTbL BOCMAreHue.
PekomeHayeTcs oueHVBaTb CUCTEMHBIN ypoBeHb IL-10 Ans OueHKM XpoHM3aumn BOCNaneHus pasnuyHoro
reHesa.

Tecm 01.02.15.470 OnpedeneHue HeonmepuHa (HIT)

HeontepuH sBnsieTcst METaboNMTOM HYKIEMHOBBLIX OCHOBAHMI, KOTOPLIA CUHTE3UPYETCS NPENMYLLECTBEHHO
MakpodaranbHO-MOHOUMTaPHBIMKW  KNeTkaMu  nogd  AelcTBueM  MHTepdepoHa-ramma.  [popykuus
HeonTepuHa 3HaYUTENbHO BO3pacTaeT MpY aKTUBALUM KIETOYHOTO MMMYHUTETA MpY BUPYCHBLIX MHGEKLMSX
(BupycHbIx renatutax, BWY), TyGepkynese, xnamuauanbHOW UHGEKUUWM, aTUMUYHOW MHEBMOHUM,
ayToBOCNanuTenbHbIX U ayTOMMMYHHbIX 3aboneBaHusx, rpaHynemaTo3HblX Mpoueccax, B 4acTHOCTU
capkovo3e. KoHueHTpauusi HeonTepuHa OCTaeTcsl B HOPME MpU MECTHbIX U CUCTEMHbIX GakTepuarnbHbIX
MH(EKLMSIX.
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MNpeactaBnsiem naéopaTopuio AMAarHOCTUKM ayTOMMMYHHbIX 3a6oneBaHui HayyHo-meToauueckoro
ueHTpa MunsppaBa Poccum no monekynsipHon meauumHe MNCMN6rMy wm.akap.WU.MN.NMasnosa

HasHauyeHue obcnegoBaHus: KoHcynbTaumm no o6beMy o6enefoBaHust U AUArHOCTUHECKOMY 3HaUYEHUIO
TECTOB MOXHO Mony4uTb Nno TenedoHy +7(921)-994-53-24, 338-71-94 nubo no e-mail: autoimmun@mail.ru.
[ns Ha3HayeHns agekBaTHOro 06cneaoBaHUst peKoMeHayeTCcs chopMynMpoBaTh KpaTKUA KITMHUYECKUI
ANMKPU3 ANs 4eXypHOro Bpava na6opaTopvw| Onukpun3 obsizateneH anst Tecta 01.02.15.315

MpaBuna HanpaBneHuna martepuana: Bce aHanu3bl 3a uckn4veHuem kogoB 01.02.05.XXX c Tpems
nocnegHumu undpamm (245, 260, 270 275, 295, 320) n 01.02.15.XXX c Tpemsa nocneaHumMu umncpamm
(150;302;307;315;351;385;431;451 ;489;
501;502;550;640;645;651;685;705;720;735;760;785;885;890;895;900;930;950;1025;1030;1045;1050;10
55;1060;1065;1070;1075;1090;1100;1105;1115;1120;1170;1175;1180;1185;1190;1220;1240;1255)
NPUHUMAKOTCA B CYXOW Ceporormyeckon (Guoxmmmyeckon) npobupke (Hamp. BakyTelHep) C KpacHOM
Kpbiwkon 5-10 mn kpoBu (y aeten 2-5 mn kposu). Ha npobupke Mnu KoHTelHepe ¢ GUoNornvyeckum
obpa3sLom gomkHa 6bITb pa3bopumnBo ykazaHa Pamunusa U.0. o6cneayemoro nuual

Koa 01.02.15.150 CKpWHWHI KPUOrNOGYNMHOB C aKTUBHOCTBIO PEBMATOMAHOMO ¢haktopa — B3SITUE KPOBM
OCYLLIeCTBNSIETCA B NpeaBaputenbHo HarpeTtyto Ao 37°C cyxylo BaKyyMHyl MpoOupKy, KoTopasi cpasy
rocre B3sTS KPOBU AOMKHa ObiTb NOrpyxeHa B TEPMOC, 3anonHeHHbIV Tennol Bogon 40-42°C. Tepmoc ¢
mMaTtepuanom Heobxoaumo JocTaBuTb B nabopaToputo B TedeHne 1-2 yacoB. MaTepwuan, [oCTaBneHHbIV B
nabopatoputo npu Temnepatype Hwke 35°C, Ans uccnefoBaHust He NPUHUMAETCS.

Kona 01.02.15.315 VimmyHOodnoopecueHTHoe obcnefoBaHme OUOMCUI KOXM — Ouoncum [OCTaBnsaTb B
npobupkax co cneuuansHoW TPaHCMOPTHOM cpefoit B TeveHue 1-2 cyTok OT MOMeHTa 3abopa mMaTepuana.
[MpobupknM C TpaHCMOPTHOW cpedon crepyeT MonyuuTb 3apaHee B nabopaTtopum UM XpaHUTb Npu
Temnepatype +4°C B TeyeHne 60 pgHen. K Guoncum koxu o6si3aTensHO copmynmpoBaTh KpaTKuia
KIMUHUYECKUIA 3MMKPU3.

Kop 01.02.15.351 TunupoBaHue KprornobynMHemui - Ha uccrnegoBaHune npuHumatotest ase (2x 10 mn) 6/x
npobupkn ¢ BEHO3HOW KpOoBbHo. B3sTue 1 goctaBka cootBeTcTBYET Npouenype Tecta 01.02.15.150.

Koa 01.02.15.360 [JuarHocTvka amurnonosa B Maske MOAKOXKHOIO Xupa — Afst noryyYeHns Guomartepuana
HeobxoaMMO NpoBedeHNe ManoVHBa3nBHOW MYHKLUMOHHOW Guoncum xupa. [na yToyHeHus meTofa 3abopa
1 YCINOBUIA JOCTaBKM 3BOHUTL B nabopatopuio: 994-53-24.

Koa 01.02.15.385 ViccnenoBaHne CUMHOBMAnbHOM >KMOKOCTUM — ANS CBETOBOW W MONSPU3aLMOHHOMN
MUKpocKkonun Heobxoammo oT 0,1 Mn CUHOBMANbHOM KUAKOCTM B MNacTUKOBOW Npobupke (Tuna
anneHgopd) unu wnpuue. [octaBnAte B nabopaTtoputo B AeHb 3abopa Gromatepuana. Mpu gnutensHow
TPaHCMOPTUPOBKE MOXET ObiTb M3rOTOBMEH Ma30K CUMHOBMAIbHOW KMOKOCTU Ha YUCTbIX MNpPeaMETHbIX
CTeknax no cTaHgapTHon meTtoauke. He ncnonb3oBath Ans nepecbinkn B/X BakyymHble npobupku!

Koa 01.02.15.651 CkpuHWHI napanpoTEVHOB B CbIBOPOTKE UM Moue - Ansi obcriegoBaHusi Heobxoanmo
[OCTaBNsATb NapHyto Npoby BeHO3HOM kpoBM (B 6/x Npobupke ¢ kpacHow Kpbiwkon 5-10 mn) n 10 mn Moun B
MOYEBOM KOHTENHepe (nepBast yTPEHHSSA NopLums unm anvkeoTta 24 4acoBoW MOYM).

Koa 01.02.15.885 AHanu3 XMMMYeCKOro cocTaBa MOYEYHOro KamHs (KOHKpeMeHTa) — Ans aHanusa
Heob6XoAMMO NpeaoCTaBUTb MOYEBOW KaMeHb, MOMYyYEHHbI B XOAE XUPYPrnyeckor (3HAOCKOMUYECKON)
onepauuv unu BblledWwnii CaMOCTOSTENBHO, B CYXOM MOYEBOM KOHTEWHepe.

Kon 01.02.15.705 — 2-5 mn kpoBM B NpoBUPKe C LMTPaATOM HaTpus (CUHSS KpbILLKa).

Koa 01.02.15.900 XonopoBble arrmiOTUHUHBLI (FEMOMU3WHBI) — Ha UCCIefoBaHWe MpUHUMaloTCA [Be
npobupkn: npobupka ¢ OOTA (duronetoBas kpbiwka) u nNpobupka, COOTBETCTBYIOLWAs TpeboBaHUAM K
nccneposaHuio 01.02.15.150.

Kogbl 01.02.05.XXX ¢ Tpemsa nocnegHMmu uudpamu (245;260;270;275;295;320) n 01.02.15.XXX c
Tpemsi nocnegHumMmu umndpamm (302;307;501;431;760;785;890;895;930;950;1025;1030;1120;1170;1175;
1180;1185;1190;1220;1240;1255) — VccnepoBaHua metogom [MLP - 2-5 mn kpoBu B npoGupke ¢ OOTA
(droneToBas KpbliLwKa).

Kogbl 01.02.15.XXX c¢ Tpemsa nocnegHumun uucdpamm (451;640;645;1090;1100;1105;1115) -
WccnepoBaHua moun - [ins obcnenoBaHusa foctaBnATb obpasen 10 Mn B MOYEBOM KOHTelHepe (nepsas
YTPEHHSIA NopUUst N anukeoTa cbopa 24 4acoBOW MouMn). Mowy [OCTaBnsATb B AeHb cOopa.

Koabl 01.02.15.XXX Tpem nocnegHUMun umncpamm
(489;502;550;685;720;735;1045;1050; 1055 1060;1065; 1070 ;1075) — UccneposaHus obpasuoB ctyna —
obpaseu kana 20 rp. B KOHTeHepe C NMonaTo4Kkon AOCTaBnATb B eHb 3abopa buomaTtepuana.

[ocTaBka maTepuana B naboparoputo:

Y3xe nonyyeHHbI matepuan MoxeT ObiTb focTaBrneH B nabopartopuv HML| no monekynsipHo MeauuuHe
camuM 60MbHbLIM UMK POACTBEHHMKaMK BOMNbLHOrO, NOMy4YeH OT nauueHTa B NyHkTax 3abopa 6Guomatepuana
(CM.HWXe) nnn gocTaBneH B nabopaTopuio Kypbepckor cryxbon YHuBepcuTeTa.

MonyyeHue pe3ynbTaTta U NpoBedeHUe AOMOMHUTENbLHOro o6cnefoBaHUs:: O FOTOBHOCTY aHann30B
YTOUHATE B TeveHue 3-5 gHel mocrne JoCTaBku MaTepuwana no TenedoHam nabopaTtopuun. PesynbtaTbl
nabopaTopHbIX aHanu30B MOryT GbiTb MOMy4YeHbl B nabopaTtopuu nNMbo BbiCNaHbl Bpady Wnv NauueHTy no

cbakcy unv e-mail, koTopele CneAyeT npeaBapuTe/ibHO YKa3aTb Ha IMLLEBOM CTOpOHe 61aHKa.
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®UO 6onbHOroO:

YypexageHue,

dUO Bpaya, E-mail:
oTaeneHve

OTBeTbl T Ha pyku o E-mail:

KOJbI U CITUCOK TECTOB (0o06BenuTe Kojx):

Cucmemtbie peeMamuyeckue 3aboneeaHus, AOC u mpombogunuu: 01.02.15.005 AH® Ha HEp-2; 01.02.15.245 CkpuHuHe
C3CT (AH® u SHA/ENA-ckpun); 01.02.15.124 Am k 0c[JHK IgG (DNA-NX); 01.02.15.905 Am k 0cJHK Cr.Lucilia; 01.02.15.145

Am k KapOuonunUHy IgG u IgM (AKJT); 01.02.15.230 O6bcrnedosaHue npu CKB (0cOHK u AH® u AKTI); 01. 02.15.235 [uae.
emopuy. A®C (AKN AHtD) 01.02.15.160 OHA/ENA - ckpuH; 01.02.15.425 Am « Hykneocomam 1gG (AHCA);
01.02.15.225 Am « 6ema2 -enukonpomeury (AB2ITI);, 01.02.15.291 Am « anHekcuny V; 01.02.15.615Am «k PS-PT;
01.02.15.670 AHmucbocghonunudHble aHmumena (AKIT, 621, AnnS, PS-PT); 01.02.15.130 [uae. sondaH. Hechpuma (OcOHK u
AH®); 01.02.15.240 Pa3ssepHymas duae. AOC (AKIT u AB2IT1 u AH®); 01.02.15.165 MmmyHobrnom AHA (am k Sm, RNP/Sm,
SS-A (60 kJa), SS-A (52 k[Ja), SS-B, Scl-70, PM-Scl, PCNA, CENT-B, Jo-1, dsDNA/Histone, Hykneocomam, Ribo P., AMA-M2);
01.02.15.535 MmmyHobrom AHA npu cknepodepmuu (13 aHmueeros) u AH®; 01.02.15.325 lMonumuosum(Mi2, Ku, Pm-Scl, Jo-
1, PL-7, PL-12); 01.02.15.487 Am « mpomboyumam; 01.02.15.925Am «k numgpoyumam; 01.02.15.875 MimmyHobrmom
aHmugpocponunudHbix aHmumen, 1gG u IgM; 01.02.05.270 [eHemuka mpombocpunud; 01.02.05.720 [laHens 2eHos
aHmukoazynsHmos; 01.02.05.725 [laHenb KnoHanekHO20 2eMonoasa u apmepuans.mpombosos; 01.02.15.1340 AHmumena Kk
SSA; 01.02.15.1190 'eHemuka ¢horamHo20 yukna;

AymoeocnanumenbHble 3aboneganusi 01.02.15.1175 CpedusemHom.nuxop.(MEFV);  01.02.15.1620  KpuonupuH-cuHop
(NLRP3); 01.02.05.255 MVK u TRAPS; 01.02.05.735 NGS npu AB3 (11 2eHos); 01.02.15.307 HLA-B27; 01.02.15.1475 HLA-
B27 (annenu, dosa eeHa, 3uecomHocms); 01.02.15.1185 HLA B-51; 01.02.05.265 HLA-Cw6; 01.02.15.1335 XpoH.yseum (HLA-
B27,HLAB51,HLA-A29,AH®,OHA)

PeemamoudHbili _apmpum u_apmponamuu: 01.02.15.015 P®; 01.02.15.585 P® knacca IgA; 01.02.15.081 Am «
YUKIUY.yumpynnuH. nenmudy  (anti- ); 01.02.15.405 Am « moduch. yumpynnuH. eumeHmuHy (aHmu-MCV);
01.02.15.910  Am K euMeHmuHy  (aHmu-Sa); 01.02.15.410 CKPUHUHe PA (aHmu-MCV ~ u
P®); 01.02.15.065 AKA; 01.02.15.070 AT®; 01.02.15.075 AKA u Al®; 01.02.15.025 [JuaeHocmuka panHezo PA (AKA u AM® u
AUUIM/anti-CCP); 01.02.15.030 PasgepHymas ceponoeusi PA (AKA u AMN® u AUUIM/anti-CCP u P®); 01.02.15.385 Kpucm. &
cuHos. xudkocmu; 01.02.15.465 OnueomepHbIli MampukcHbil benok xpawa (COMP); 01.02.15.725 LUK IgG, cessbisarouwjue
C1g; 01.02.05.275 Tumunuposarue HLA-DRB1 npu pesmamuyeckoli namosnoauu;

01.02.15.1035 VimmyHobrom IgG/igM k 6oppenusim;01.02.15.1610 unoxordponnasus(FGFR3);01.02.15.1615AxoHdponnasus
(FGFR3); 01.02.15.1715 ®paz.konnaeeHa 1 muna; 01.02.15.1720 Ocma3a;

Backynumbl _u__Hegpponamuu: 01.02.15.395 Am « sHdomenuro (HUVEC); 01.02.15.010 AHLA HPU® knacca
19G; 01.02.15.415 Am k aHmueeHam AHLIA (T1TP3, MPO, anacmas3a, kamencuH G, 6enok BPI, nakmocpeppun); 01.02.15.135 Am
k MPO; 01.02.15.140 Am k PR-3; 01.02.15.680 [Tanen» AHLUA; 01.02.15.085 Am k 6as.membpaHe knyboyka (BMK);
01.02.15.150 Kpuoenobynunsi (KI); 01.02.15.351 Tunuposarue KI'; 01.02.15.035 [uae. epaHyn. eackynumos (AH® u AHLIA);
01.02.15.020 CkpuH pesmonamonoeuu (AH® u P® u AHLIA); 01.02.15.365 Am k C1q; 01.02.15.090 Juae. bIMTH (AHUA u
BEMK); 01.02.15.095 [Juae. aymoumm. 6onesHu nodek (AHUA u BMK u AH®); 01.02.15.311 Am k PLA2R; 01.02.15.1115 ATMI™
8 pa3sogoli moye (TWH); 01.02.15.1140 Am k kaHanbyam noyku; 01.02.15.360 Amunoud e nodkox.xupe; 01.02.15.885 Cocmas
moy4ego20 kamhs; 01.02.15.1090 SlumozerHble cybecmaryuu 6 moye;01.02.15.1100 Kanbyuti/kpeam. uHOekc;

3abonesaHus nezkux u cegdﬁa: 01.02.15.370 AkmugHocmsb AHI®; 01.02.15.375 IgG k Aspergillus fumigatus; 01.02.15.501

eHomun. ; .15.1255 ATATPIZ/S; 01.02.15.170 Am k muokapdy); 01.02.15.1605 TpaHcmuppemuH. amunoudos (TTR);
HuaeHocmuka aHemut: 01.02.15.940 Pacmeopumbili pT®; 01.02.15.945 WHdexc ppT®/peppumun; 01.02.15.1670 encuduH
25; 01.02.05.1020 HFE 2emoxpomamos; 01.02.15.550 KanenpomexmuH 6 kane; 01.02.15.720 [emoznobuH u Hb-Hpt & cmyne;
01.02.15.050 Am k napuem. kn. xenyoka (AKX); 01.02.15.546 Am k ¢. Kacmna ((A(DK); 01.02.15.610Macmpum muna A u
aemus  (AMKK  u AB®);  01.02.15.506 ~ [nukuposanHbil  peppumun  (%);  01.02.05.725  [laHens  Kiokar.
2emonoasa(JAk2,CALR,MPL) = 01.02.15.930 Ocmomuy.cmoiikocmb — 3pumpoyumos;  01.02.15.950 AkmusHocms 6T
01.02.15.890 Kymbc ~ ckpur;  01.02.15.895  Kymbc  npocpunb;  01.02.15.900  Xomodosble — aeefOMUHUHbI;
01.02.15.1135 Gnekmpoghopes Hb; 01.02.15.1460 Anbcha-manaccemuu (HBA1, 2); 01.02.15.1465 bema-manaccemuu (HBB);

BoiseneHue napanpomenemuii (I11): 01.02.15.341 Jleckue uenu coigopomka (uHOekc k/l); 01.02.15.451 fleekue uenu mova;
01.02.15.421 CkpuHune [118 cbigopomke; 01.02.15.640 CxpuHure I171 e move; 01.02.15.651 Ckpurune [ cbigopomke u Moye;
01.02.15.655 VimmyHocpukcayus cbigopomku; 01.02.15.645 MmmyHogpukcayus moyu (beHc-[xoHe), 01.02.15.476 bema2
mukpoanobynuH; 01.02.15.1735 Onpedenerue VEGF; 01.02.15.1585 Komnnekc napanpomeuremuii (ckpuH.I1 u IgG,IgA,IgM);
01.02.15.1575 ymopans.ummydumem (IgG,IgA,IgM, CliLkanna/nambda, uHdexc CJIL); 01.02.15.540 Modknacc 1gG4;
01.02.15.1570 Mooknaccs! 19G (IgG1, I9G2, 19G3, IgG4)
KomnneMeHm u__6uomapkepbi: 01.02.15.700 O6wuti komnnemeHm(CH-50); 01.02.15.715 CkpuHuHe KomniemeHma
-5 5.730 MimmyHHble komnnekcs! (CH-50 u C1q-lgG-VK); 01.02.15.1700 C5a komnoHeHm; 01.02.15.1560
KonuqecmeeHHo C1INH 01.02.15.705 AxmusHocmb C1INH; 01.02.15.1705 ®axkmop H komnnemenma; 01.02.15.1730
ADAMTS-13; 01.02.15.1535 ®akmop Bunnebpaxda (VWF: Ag) 01.02.15.1540  AkmusHocmb (VWF: RCA u vWF: CBA);
01.02.15.1710 Kamsnpomekmux S100 A8/A9; 01.02.15.1505 VHmepnelikuH-6; 01.02.15.1510 Mrmepnelikud -10; 01.02.15.1515
NumepnelikuH -18; 01.02.15.1695 [NpokanbyumoruH (MPA); 01.02.15.470 OnpedeneHue HeonmepuHa;

MecToHaxoxaeHue u yacbl paboTbi: MCM6IMY um.akap.W.M.Naenosa Aapec: CM6, yn. Nba Toncroro 6/8, 28
Kopnyc, no npaBoil NecTuHLe, 3-i atax, peructpatypa ¢ 10 ao 16 pab.aHu;. Ten/cake 3387194, +7921-9945324,
autoimmun@mail.ru, www.autoimmun.ru
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