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B IN®P®EPEHIHUAJTBHON TUATHOCTHUKE
3ABOJIEBAHUU UMMYHHOHU CUCTEMBI
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Wnrepdeponst tuna 1 (MPHI) sBiasioTcs KIIOYEBBIMU MOJIEKYJIaMH ITPOTHBOBUPYCHOM 3allIUTHI, a TaKkKe
MOIIHBIMH MeAnaTopaMu BocnaneHus. B 2003 r. 65110 BIepBbIe YCTaHOBICHO, YTO B KIETKaX KPOBHU MAIIUCHTOB
¢ cucTeMHO KpacHo# Boinuankoi (CKB) HaOmionanace MOBBIIEHHAS SKCIIPECCHs LIETOT0 psilia TeHOB, MHIYIH-
poBaHHBIX HHTephepoHamu THna 1. JlaHHBII QeHOMEH IOMy4ns Ha3BaHHWE WHTEP(PEPOHOBOH CHrHATYpHI (type
1 interferonsignature) wau HMHTepepoHOBOro mpoduist. B nampHeinmeM maTTepHBl YKCIPECCUH, CBHAETEIb-
crByiomue o Hannand UOH1-npodusist, Obu1n 06HAPYIKEHBI IPH Pa3HOOOPA3HBIX ayTOMMMYHHBIX U ayTOBOCIIA-
JIMTENBHBIX COCTOSHHUSAX, KOTOPhIEC JIMOO HACIEMYIOTCS B COOTBETCTBUM C 3aKOHAMH MeHpenst, 1160 OTHOCATCS
K MHOTO(AKTOpHBIM 3a0oseBaHHAM. KonndyecTBeHHBIM ITOKa3aTelleM, MO3BOISIOMIM OIEHHTh CTEHNEHb THIle-
paktuBaiuu MOHI1-myTu, siBnsercst Tak Ha3blBaeMblii MHTEpdepoHOBBINH nHAekc (interferonscore). Hecmorps
Ha TO, 4TO CJIOXKHO BBUIBUTH ypoBeHb VIOH1 B kpoBH, pa3paboTaHbl HECKOJIIBKO METO/IOB, TO3BOJISIIOIINX PELIUTh
JaHHYyI0 mpobneMy. M3HagansHO mpuMeHsieTcst pasHoBUAHOCTE Metona ELISA-SingleMolecularArray, B qans-
Helimem, nocie BbLaeaeHus Haubonee nHGopmaruBHbIX MPH 1-MHAYIPOBAaHHBIX TE€HOB, OCHOBHBIMH METOaMU
seisttorest TP B peansHoM Bpemenu u TexHosorust NanoString. B Hactosimem 0630pe 00CyKIar0TCss BO3MOXK-
HBI€ IPUYHHBI H3MEHEHUSI SKCIPECCHH HHTEP(EePOH-3aBHCUMBIX T€HOB, KIIMHUKO-1a00paTOpHEIE IOAXOBI K aHa-
13y HHTep(epOoHOBOro MHAEKCA, a TAkKe MPAKTHUECKOE UCIOIb30BaHHE YTOT0 MHIMKATOPA I JHATHOCTHKU
Pa3IHYHBIX 3a001€BaHUM.

Karouessbie cioBa: unrepdeponnl Tuna 1, UOHI1, natepdepoHoBblii HHACKC, HHTEP(EPOHONATHH, ayTOUMMYHHbIE
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Type 1 interferons (IFN1) are key antiviral defense molecules as well as potent inflammatory mediators. In
2003, for the first time, it was found that in the blood cells of patients with systemic lupus erythematosus (SLE), there
is an increased expression of a number of genes induced by type 1 interferons. This phenomenon has been called the
interferon signature (type 1 interferon signature) or interferon profile. Subsequently, expression patterns indicating
the presence of an IFN1 profile have been found in various autoimmune and autoinflammatory conditions that are
either inherited according to the laws of Mendel or are multifactorial diseases. A quantitative indicator that allows
you to assess the degree of hyperactivation of the IFN1 pathway is the so-called. interferon index (interferon score).
Although it is difficult to determine the level of IFN1 in the blood, several methods have been developed to solve this
problem. Initially, a variation of the ELISA-SingleMolecularArray method is used; later, after the selection of the
most informative IFN1-induced genes, the main methods are real-time PCR and NanoString technology. This review
discusses the possible causes of changes in the expression of interferon-dependent genes, clinical and laboratory
approaches to the analysis of the interferon index, as well as the practical use of this indicator for the diagnosis of
various diseases.

Keywords: type I interferons, interferon score, interferonopathy, autoimmune disease

WnTtepdeporsr — HaOop Owmomoruvecku
AKTHBHBIX OCJIKOB WJIM IJIMKONPOTEUJIOB, CHH-
TE3UPYEMbBIX KJIIETKOM B MPOLECCE 3aIUTHOU
peaKkyuy Ha YyXKEpOJHBbIC arcHTHl (BUpPYCHas
WHQEKIHs, aHTUTEHHOE W MHTOTCHHOE BO3-
neiicteue). Ha ceromHs BBISBICHO CBBIIIE
300 pazmuusbIX 3¢ddexToB uHTEPHEPOHOB,
Cpear KOTODPBIX IIOJABJIEHHE pOCTa BHYTPU-
KJICTOYHBIX U BHEKJIETOYHBIX MH(EKIHNOHHBIX
arcHTOB BUPYCHOM M HEBUPYCHOM IIPUPOJIBI;
WHAYKOHUS MPOTHBOOITYXOJIEBOTO OTBETA; IO-
JaBJICHUE WM YCHIICHHE MPOIYKIUN aHTUTET;
CTUMYIALUS Makpodaros; ycuieHue ¢arouu-

TO3a; aKTUBAIHSI IIATOTOKCHYECKOTO TEHCTBUS
CEHCHOMTM3UPOBAHHBIX JTUM(OITUTOB Ha KJIET-
KH-MUIICHH!; YCUJICHNE TPE3EHTAIIH 110 MeXa-
Husmy MHC I 1 I kmaccoB; ycunenue uim uH-
TUOUPOBAaHUE AKTUBHOCTEH psjia KICTOUHBIX
(epMEHTOB; yCHUJICHHE ITUTOTOKCHYECKOTO
nevctBua napyxuutreBblx PHK; mnopaBneHue
TUTNEPIYyBCTBUTEIHFHOCTH 3aMEJICHHOTO THITA.
DKcrpeccHs TeHOB HHTEPHEPOHOB B OCHOBHOM
HE SBJISCTCS] KOHCTUTYTHBHOM, a UHAYIHUPYET-
csi B KJIIETKE B OTBET HAa BHEIPEHUE BUPYCOB
u OakTtepuil (wmu ux npoaykros). M3ydenue
YPOBHEH DJKCIPECCHUH TEHOB, OTHOCSIIUXCS
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K cucTteMe MHTep(EepOHOB, TO3BOJIUT, HAPHU-
Mep, HCCIIEA0BATh COCTOATEILHOCTh MUMMYH-
HOTO OTBETa NMPH MH(PHUIIMPOBAHUU BHPYCAMH,
OIIEHUTh IMMYHOTE€HHOCTh ¥ PEaKTOT€HHOCTb
BaKIMHHBIX MIPETaparoB, MPOCIeTUTh HopMu-
poBaHKE CHENU(PUUECKOTO KIETOYHO-0IoCpe-
JOBAaHHOTO OTBETA.

Lenp uccnenoBanus — NpoaHANIU3UPOBATh
COBpEMEHHBIE JINTEPaTypHbIE NaHHBbIC U3yde-
HHAS TIPOQHICH DKCIPEeCcCHd WHTepEepoH-3a-
BHCUMBIX T€HOB /ISl TWAarHOCTHKHU 3aboieBa-
HUH UMMYHHOU CHUCTEMBI.

MarepuaJibl 1 METOABI HCCIETOBAHUSA

Marepuansl ¥ METOABI HCCIIEAOBaHUS:
3apyOeXHble W PpOCCHICKHE Hay4yHble HC-
ToYHHKH 10 TeMe «HHTepdhepoH-3aBUCHMbIE
TeHBI B TMATHOCTHKE 3a00JIeBaHNN UMMYHHOM
CUCTEMBD.

Unrepdeponsr tuna 1 (MDOHI), naubo-
Jiee U3BECTHBIMH IPEICTABUTENIAMU KOTOPBIX
SIBIISIIOTCA  MHTEP(QEPOHbI o0 M [3, OTHOCSATCS
K CEMEHCTBY LIMTOKUHOB C MPOTHUBOBUPYCHBI-
MH U UMMYHOMOIYIHPYIOIIUMH CBOMCTBAMHU.
OcHOBHBIM OHOJOrH4YecKUM cBoOWcTBOM M D-
Hlgsngercss cmocoOHOCTEH ITOMABIISTH CHHTE3
BUPYCHBIX OEJIKOB, BO3/ICHCTBOBATh Ha JIpyrUe
3Tanbl penpoAyKIMH BUPYCHBIX YaCTHULI, BKITIO-
yasi OTIIOYKOBBIBAHHE JOYEPHUX MOMYJSLUMU.
PexomMOnHaHTHBIE WHTEP(HEPOHBI HCIOIB3Y-
oTes ans nedeHus rematutoB B m C, pacce-
STHHOTO CKJIEpO3a W HEKOTOPHIX omyxouei [1].
OneHka BIMSHUS BapHaHTOB I'eHOB MHTEp(e-
POHa Ha MPEPacONIOKEHHOCTh K XpOHU3ALUN
HCV-undexnnu nokasana, 9To OCYIIECTBIIS-
eTcsl B3auMOCBs3b renaruta C ¢ T€HOTHIAMU
AArena OAS1, CCrena OAS3, GGrena PKR,
GG rena UOH-0 u TT rena MPH-y. Hocure-
mu AA rerotuna u aens A rena OAS1 Hau-
Oosiee moaBep KEHBI PUCKY 3a00ICBaHuUSI.

[TarTepu-pacno3narouiue peLenTopel
(PRR) ycunmmuBaroT cexperuio WHTep(hepoHOB
0 ¥ } MPEeNMYIIIECTBEHHO B OTBET Ha PacIlio3Ha-
BaHHE BUPYCHBIX HyKJIeHMHOBBIX kucioT (JIHK
n PHK). K nanHbpIM penentopamMm MOXHO OT-
HECTH pacHojioKeHHbIe B sHA0ocoMax: TLR3,
TLR7, TLR8, TLRY9, a Taxxke IIHUTO30JIb-
HbIE CEHCOphl HYKJIEeMHOBBIX Kucior RIGI,
MDAS u cGAS.

[JomuMO MUKpPOOHBIX MATOr€HOB, WaT-
TEPH-PACIIO3HAIOIINE PELENTOPEl MOTYT OBITh
AKTUBUPOBAHBI 32 CUET MOJIEKYT M3 IMOBPEXK-
JIEHHBIX TKAHEH WJIM allONTOTUYECKUX KIIETOK;
HapyIlIeHHe Paclio3HaBaHUS COOCTBEHHBIX HY-
KJIEMHOBBIX KHCJIOT UIPAET BAXHEHUIIYIO POJb
B Pa3BUTHUH ayTOMMMYHHBIX U ayTOBOCHAJIH-
TEIIbHBIX 3a00eBaHui [2].

Bce M®HI cBss3piBatoTCcd € TeTEepOAH-
mepHbIM peuentopoM IFNAR, xoroperil ume-
€TCsl Ha MOBEpPXHOCTU KieToK. IlocpencTtBom
AKTUBALIMM HECKOJIIBKUX CHUTHAJIbHBIX KacKa-

JIOB, B MEPBYIO O4Yepeb KAHOHUYECKOTO ITYTH
JAK/STAT, npoucxomuT ycHJIEHHE 3KCIpec-
CHM psiia MHTEPPEPOHOB U MHTEP(EPOH-UH-
nymupyembix  teHoB  (IFN-responsegenes,
IRG) [3]. Tounast ¢GyHKIES MHOTHX M3 HHX
MOKa HE M3y4YeHa, OJIHAKO HEKOTOphIe, TaKue
kak IRF5 u TLR7, cTuMynupyroT IpOAYKLIMIO
untepdepona tuna 1 [4]. IIpu 3TOM maTTepHBI
skcnpeccuu IRG cnenuduunsr s onpene-
JICHHBIX THUIIOB KJETOK. JIump orpaHnueHHOE
YHUCIIO 3TUX MOJIEKYJ THUIEPIKCIPECCUPYETCS
MTOBCEMECTHO M CTaOWJIBHO BHE 3aBHCHUMOCTH
OT TOr0, KakOi UMEHHO CTHUMYJ BbI3BaJ aKTH-
BaIlMI0 CUTHAIBHOTO KAacKaJa.

B HOpMe WHAYKIMS, HMHTEHCHBHOCTH
U TIPONOJDKUTENBHOCTh HHTEPGEPOHOBOIO OT-
BeTa CTporo perymupyerca. M30biTouHas ax-
tuBanmust M®HI1-kackama MoXeT NPUBOIUTH
K KpaiiHe HeONarompusTHBIM sl OpraHu3Ma
MOCIIEACTBUAM — TaKUM KaK, Pa3BUTHIO TPOM-
Oorudeckoit Mukpoanrmonaruu [5]. Hapy-
meHue peryiasiuun MOHI-onmocpenoBaHHOTO
MyTH JISKAT B OCHOBE ITATOTeHE3a PEIKUX MO-
HOTEHHBIX 3a00JIeBaHUN, KOTOpBIE MOIYUHIIH
Ha3BaHue nHTepdepononaruii tTuna 1. K Hum
OTHOCSTCS cHHApoMBbl Alikapaun — I['yTeepec
(mporpeccupytomias dHIedanonarus ¢ nedro-
TOM B paHHEM JIETCKOM Bo3pacte), CHHIITOH —
Mepren (kapauoBacKyJsipHBIE 3a00IeBaHUS
¢ Kajpnu(UKalHMeHd aopThl, OCTEONOpeTHYe-
CKHE TIPOSIBICHUS, 3yOHBIE U CKEJIETHBIC aHO-
MaJIn, TCOPHUATHYECKOE IMOPAKCHHE KOXKH),
XPOHUYECKHUI aATHIWYHBIA HEUTPO(UIHHBIN
JIepMaro3 ¢ JUnomucTpoduedl M IOBBIIIE-
nuem temmeparypsl (CAN-DLE), STING-
acCOLIMMPOBaHHAs BacKyJIOMaThs C HayajaoM
B AeTckoM Bo3pacte (SAVI) u T.4. Tak xe ru-
nepaktuBanust HM®HI-kackana oOHapykeHa
IIPU LIEJIOM Psilie ayTOUMMYHHBIX 3a00J1€BaHUM
MHOTO()AKTOPHON 3THOJIOTUH, B YaCTHOCTH
mpu CUCTeMHOM KpacHoW Bomuanke (CKB),
I0OBeHWIbHOM Jepmaromuosute (FOIAM), cu-
CTEMHOM CKJIEPOAEPMUH U T.1. [6].

Hpuuunwr  cunepaxmusayuu  HUDOHI-
nymu. Ysenuuenue cekpeunu UOH-1 B oTBeT
Ha BUPYCHYIO MH(EKIHUIO 3a4acTyI0 IPOUCXO-
IUT B TUTa3MAlUTOWIHBIX JEHIPHUTHBIX KJIET-
Kax. DTa aKTHUBaIUs 3allyCKaeTcsd M 3a CYeT
SHJIOTCHHBIX CTHMYJIOB, HallpuMep oOpa3oBa-
HUSl ayTOaHTUTEN U MUMMYHHBIX KOMIUIEKCOB,
conepxkamux PHK unu JJHK [7]. T'enepauus
AyTOAHTHUTET MOXKET ObITh, B YACTHOCTH, CBS-
3aHa ¢ npoueccom Heto3a (NETosis) — pa3no-
BUJIHOCTU IIPOIPaMMHMPOBAHHOM KJIETOUHOM
rubenu HeUTPOUIIOB C BEICBOOOKACHUEM TaK
Ha3bIBAEMbIX HEUTPOPHUIBHBIX BHEKJIETOUHBIX
nopymiek (neutrophilextracellulartraps, NET).
JIeKoHIeHCUPOBaHHBIM XPOMAaTHH, UMEIOIIHii-
cs B cOCTaBe HEHTPO(WIBHBIX JIOBYIIEK, MO-
JKET UHYIUPOBATh MPOLYKIIHIO anbda-uHTep-
(epoHa NEHAPUTHBIMU KIIeTKaMu [§].
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KoMIOHEHTHI KOMITJIEMEHTa B HOpME OCY-
LIECTBIIAIOT YJAJIEHUE HWMMYHHBIX KOMILIEK-
COB M aloONTOTHYECKHUX KIIETOK, CTUMYIUPYS
ux (aronmro3 monormTamu. Ilpu aedurmre
«paHHUX» KOMIIOHEHTOB 3TOH CHCTEMBI WM-
MYHHbIE KOMIIJIEKCHl CBSI3BIBAIOTCSI BMECTO
MOHOIMTOB € TJIa3MOLUTOUIHBIMU JEHJIPUT-
HBIMH KJICTKAMH, YTO MPHUBOAUT K aKTUBAI[UU
npoaykuuu UOH]1 [9]. B cnyuae MOHOTEHHBIX
nHTep(depoHOTaTHil OJHIM M3 MEXaHHW3MOB
runiepaktuBauun UOHI-nmytu sBnsercs mno-
BBIIIEHHAs] YyBCTBUTEIHHOCTH CEHCOPOB HY-
KJIEMHOBBIX KUCJIOT — aTTEPH-PACMO3HAIOMINX
peuentopoB (MDAS, RIG-1, STING) — k co6-
CTBEHHBIM WJIM 9YY>KEPOIHBIM HYKIECHHOBBIM
KHUCJIOTaM. B 4acTHOCTH, ponb MyTalMi reHa
IFIH1, xomupytomero Oemok—cencop MDAS,
BBISBIIICTCSL TIpH IIEJIOM psifie 3abosieBaHUil,
BKJItO4as cUHIpoM Alikapau — I'yteepec, Cun-
miToH — MepteH, MoHoreHHsle gopmel CKB
u T.1. [10].

Kpome toro, runepakruBainusa MOHI mo-
JKET HaOTIOMaThCs TP HapYIIIEHUH META00TI3-
Ma HYKJIEMHOBBIX KHCIIOT, HallpuMep Aedex-
Tel akTuBHOCTH Hyknea3 TREX1, SAMHDI,
ADARI, RNASEH2A, RNASEH2B,
DNASEI1, DNASEIL3 u T.1. B koneuHOM Ccué-
T€ B IUTOIUIa3Me HAKAIUTUBAIOTCS IMMYHOT€H-
Hble pparmenTsl cooctBennol JIHK nmun PHK,
KOTOpBIE ToABepraroTcs yrunusanuu [11].

B HexoTOphIX CHTyalusX THUIEPaKTHBA-
uus UOH1 npoucxonut BeieAcTBue aedekra
MOJIEKYJI, TIPUHUMAIOIINX HETOCPEICTBEHHOE
yuactue B UDH1-curnaneHelil myTs.

Hakonern, cymectByeT rpymma 3aboneBa-
HUH, IPU KOTOPBIX TOYHBIN MEXaHNU3M rUIIEpaK-
TUBALMU UHTEP(HEPOHOBOTO IIyTH HEU3BECTEH.
K Takum 0oJe3HsIM OTHOCSITCS, B YAaCTHOCTH,
cuaagpombl  COPA  (COatomerProteincomp
lexsubunitAlpha) m PRAAS (proteasome-
associated autoinflammatory syndrome) [12].

Memoovr  demexyuu  unmepgepono-
6020 npoguns. Ilpamas peTexuus ypOBHA
N®H] B xpoBHM NanMEeHTOB KpailHE 3aTpyn-
HUTEIbHA, MOCKOJIBKY €ro (hH3HONIoTHYecKre
KOHIIEHTPAIlMW OYeHb HU3KHU. B CB3M ¢ 3THM
MIPUMEHEHHE TPAJUIMOHHOTO HUMMYHOdEp-
meHTHoro ananusa (ELISA) HeBo3MOXHO.
ITokazano, uto 3Ta mpoOieMa MOXKET OBITh
IIPEO/IOJIEHA IIyTEM HCIIOJIBb30BAaHUS YIbTpa-
YYBCTBUTENBHON  Pa3sHOBHIHOCTH  METOJa
ELISA - Single Molecular Array (Simoa), He-
JIAaBHO TIPEIIOKCHHON KommaHueid Quanterix.
Simoa norryckaeT BBISBICHUE AaTTOMOISPHOM
koHUueHTpauun N®Ha, a Takxke AETEKTUPO-
Banue Bcex 13 tunoB M®Ha [13]. DToT Me-
TOJ] YCHEIIHO HWCIONb30BAIICA I MOHHTO-
punra ypoHsi M®Ho y nmauumentoB ¢ CKB
W UAAONATUYECKUMH  BOCIHAIHTEIHHBIMHU
muonatusiMu. OJHAKO M3-32 HEOOXOAUMOCTH
npuoOpeTeHns  CrenuanbHOro  00opyaoBa-

HUS U PEareHTOB OTPAaHUYUBACT MPUMEHEHUE
Simoa, M03TOMY KOCBEHHBIC METOJIbI BBHISIBIIC-
HUS TUIIEPAKTUBAIIMA HHTEPPEPOHOBOTO TTYTH
MO-TIPEKHEMY JOMUHHUPYIOT.

BrepBeie TOBBIIIEHNE 3KCIPECCHH pAIa
UHTEP(HEPOH-UHIYIIUPYEMBIX ~ T€HOB  OBLIO
BeIsIBNICHO Yy manueHtoB ¢ CKB ¢ momomibio
Meroga PHK-muxpounnos [14, 15]. Janubrit
(eHOMEH TONy4YmJ Ha3BaHUE WHTEPQepo-
HoBoi curHatypsl (IFN1 signature, UDHI-
cur"arypa, UOHC). B manpHelmem psig wc-
CJIeIOBAaHUH MTOATBEPAUI yCTOMIHBOE HATNINE
XapakTepHoro marrepHa skcnpeccun MOHI-
3aBUCHMBIX I'eHOB y OonbHBIX ¢ CKB, a Takke
BEISBWJI €TO MPHUCYTCTBHUE Yy MAlUEHTOB C Psi-
JIOM JIPYTHUX PEBMATOIOTUIECKUX 3a00IeBaHUI
(lepMaTOMHO3HT, CHUCTEMHAsl CKIIEPOIEepPMUS,
peBMaTouAHbIN apTput, cunapom lllerpena,
cunspom Aiikapau — I'yteepec [16, 17]. He-
CMOTPS Ha TO, YTO NPO(UIIb THIIEPIKCIIPECCUU
NOH1-3aBucHMBIX TEHOB 00NajaeT orpene-
JIEHHOH CTIeNn()UIHOCTHIO IPH PA3INIHBIX 3a-
00J1eBaHUAX, TIO-BUANMOMY, MOXXHO BBIZICITUTH
HECKOJIbKO «YHUBEPCAIBHBIX» T€HOB, CTA0MIIb-
HO OTPaKAIOMINX HAJTUYHME aKTHBAIIUU HMHTEP-
(epoHOBOrO CHTHaNBHOTO Kackana. Ilocie
TOTO, KaK YJIaJIOCh BBIICTUTH Hanbosee nH(op-
MatuBHble UOH 1-uHIynupOBaHHbIE T€HBL, OC-
HOBHBIMHA Metomamu nerekmuu MUPHC cramn
konmyecTBeHHas IIIIP B peanbHOM BpeMeHH
(c mpeaBapuTenbHON 00PaTHOM TPaHCKPHIILIU-
eii PHK) u, B MeHbIIIeH CTETeHH, TEXHOJIOTHS
NanoString [18]. B ommnune ot ITLP B pexu-
M€ peajbHOro BpeMeHH, MeTox NanoString
OCHOBaH Ha MPAMON THOPHIN3AINU MOJIEKYI
PHK co cnenuduueckumu mpobammu, comep-
JKAIIMMU YHUKaIbHBIE UeHTH(DUKATOPBI (Oap-
KOJIbl); 3TO MO3BOJIIET CHU3UTh MOTPEIIHOCTH
KOCBEHHOTO HM3MEpEHUs] TPAHCKPUITOB, BO3-
HUKAIOIIFEe Ha JTame OOpaTHOW TPaHCKPHII-
muu. Cpasaernne I[P m NanoString mpome-
MOHCTPHPOBAJIO XOPOIIYI0 KOHKOPJAHTHOCTH
JIByX METO/OB; TPHU 3TOM MPEUMYIIECCTBOM
NanoString siBnsieTcss OoJyiblas CTENEHb aB-
ToMatu3anuu npouecca [19]. B to xe Bpems
[P, B otmmume ot NanoString, He sBusieTCs
«3aKpBITO» CHUCTEMOW W HE TpeOyeT cIienu-
anpHOTO OOOpymoBaHUS, T.e. oreHka MDHI-
CUTHATypPhl MOXKET MPOBOIUTHCS NPAKTUUECKHU
B JII000I COBPEMEHHOUN MOJICKYISPHO-TCHETH-
YeCKOH J1abopaTropuu.

3HaYNTEIIBHOE MTOBBIIICHUE NOHI-
WHICKCA BBIBICHO NPH pPSAAC PEAKUX HWH-
tepdepoHonaTuii — Hanmpumep, IedUIHTE

azeHo3nH-ne3amMuHassl 2 (DADA?2), cunapo-
max CANDLE, SAVI [20, 21], cucTteMHOM’
BoJ4aHKe [22] — COOTBETCTBEHHO, JIaHHBIN
TECT MOXET OKa3aTh CYLIECTBEHHYIO [TOMOIIb
B IMATrHOCTHKE 3TUX COCTOSTHUN. OmpeneneHue
NOH1-unnekca B COBOKYITHOCTH C U3yUYEHUEM
UTOKMHOBOTO MPO(MIS U CEKBEHUPOBAHUEM
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HOBOTO TOKOJICHUS TO3BOJIWIO BBIICIUTH HE-
CKOJIBKO HEU3BECTHBIX HO30JIOTUYECKUX (HOpM
B TPYIIIEe MAalMeHTOB ¢ HenuhepeHInpoBaH-
HBIMH CHCTEMHBIMH ayTOBOCIATHTEIHHBIMHI
3aboneBanmsamu [23].

HexoTopsie wucciemoBarenu HCIONB3YIOT
MEHEE YHUBEPCAIbHBIC COUYCTAHUS TPAHCKPHUII-
TOB, BbIIEAS uHACKCH IFN-A u IFN-B [24]
u nobuBasick Oomnbiel cneruduanoctu. Cpas-
HeHue aaHHbIX u3Mepenuss MDHI-unnekca,
MIOJTyYeHHBIX B Pa3HBIX JIAOOPaTOpHsX, Mpe-
CTaBJISIETCS TIPOOJIEMAaTUYHBIM, YIUTHIBAS HC-
MOJIb30BAHNE PA3HBIX MAHEIEeH Te€HOB, Pa3HBIX
HCCIEAYEMBIX COCTOSHUM U Pa3HbIX KOHTPOIIb-
HBIX rpynmn. HemaBHee MeTomomornyeckoe
WCCIIeIOBaHUE TI0KA3aJI0, YTO MPOoOIeMy HOp-
MaJM3aliy JAHHBIX MO)XHO PEUINTH 3a CUEeT
UCIIOJIb30BaHUs CTAaHIAAPTHOrO HAOOpa MmyJiu-
POBaHHBIX 00pa3IOB 3I0POBBIX HWHIWBUIY-
yMOB, BepudunmpoBaHHbix Mmerogom PHK-
CEKBEHUpOBaHus [25].

Ha pesynprar Takke MOTYT TMOBIHUATH
U 0COOEHHOCTH NPEaHAINTHYIECKOTO JTarla.
Hnst obecnieuenus: coxpannoctu PHK kpoBb
HCCIEAYEMBIX TOMEIIAETCSI B CHEIHAIbLHBIC
npobupku. Ilo JaHHBIM HEKOTOPBIX aBTO-
POB, HCHOJB30BAaHWE pAa3HBIX IMPEaHATUTH-
YECKHX CHUCTEM MOXET NPUBOIUTH K Pa3iv-
YUSM B PE3yNIbTaTax M3MEpPEeHHUs] IKCIPECCUH
[26], B ToM umCie W MPU OICHKE JKCIPEC-
cun M®OH-unnynmuposanneix reHo I[FI44L
u IFIT1 [27]. B To e BpeMs uccieI0BaHUE
0a3oBoii W wmHTEp(EepOH-UHIYIIHPOBAHHOM
9KCIPECCHU B IEITFHON KPOBH 3I0OPOBBIX JIOHO-
POB CBHIETENBCTBYET O XOPOIIEH KOPPEIALT
MEXIy oOpa3iiaMu, XPaHUBITUMUCS B Pa3HBIX
npobupkax [28].

Ilpocnocmuueckoe 3nauenue unmepge-
poHosozo npoghuns. VccrmemoBaHusl TpaHC-
KpUTITOMa CBHUETENBCTBYIOT, YTO TAaIlHeH-
Tel ¢ HU3KUM U BbeicokuM HMDHI1-unnexcom
MOTYT pa3IH4aThCs B AKTHUBHOCTH TCUCHUS
Pa3IMUYHBIX ~ PEBMATHYECKUX  3a00JICBaHUU
[29]. TIo Bceit Bunumoctu, pazpurue UOHI-
CUTHATYPBHI SABJISETCS pAHHUM COOBITHEM B Tia-
toreHeze CKB u Ipyrux ayTOMMMYHHBIX CO-
cTosiHuM, nostomy BenunuuHa MDOHI-unaekca
MOXXET HMETh IIPOTHOCTHYECKOE 3HaueHUE.
B ugactHOCTH, 13 118 manueHToOB C IMOBBIIIEH-
HbIM YPOBHEM aHTHUHYKIJIEapHOTro (hakropa
(AH®) n HamuuneM MaKCHUMyM OIHOTO CHM-
nrtoma CKB y 14 GonbHBIX B TeUEHHUE rofia pa3-
Buiack CKB n y 5 — nmepBuunsiii cuaapom Ile-
rpeHa (ayTOMMMYHHOE CHCTEMHOE MTOPaKECHUE
COCTMHUTETFHON TKaHU, MPOSBISIONIEECS BO-
BJICUCHHUEM B MATOJIOTMUYECKUI TPOLIECC Kele3
BHENIHEW CEeKpEIny, IIIaBHBIM 00pa3oM CITFOH-
HBIX W CJIE3HBIX, U XPOHUYECKHM TIPOTPECCH-
pyIOIINM TedeHueM). Y BCeX MalHueHTOB, pas-
BUBIIIUX ayTOUMMYHHOE 3a00JIcBaHNE, YPOBHU
IFN-scoreA u, B 60jie€ 3HAUUTELHOM CTENEHH,

IFN-score B oka3anuch BbIlIE 110 CPABHEHUIO
C TeMH, y Koro 3a0o0JeBaHUE HE MPOrPECCHPO-
Basio [30]. B To >xe Bpemsi B IpyroM HccieaoBa-
HUU y O€CCHMITOMHBIX CYOBEKTOB, MO3UTHUB-
HBIX B OTHOIICHWHW HAIWYHS aHTHHYKJIEAPHBIX
aatuten, WOHI-mpopuns  Koppenupoat
C TUTPOM aHTUTEN, HO HE SBJSUICA MPEIUKTO-
pOM DPa3BUTHSI CHUCTEMHOIO ayTOMMMYHHOI'O
3a0oneBanus [31]. [ToBeImeHne HHACKCA OBLIO
3HAYMMO aCCOIIMUPOBAHO C HHU3KUM YPOBHEM
KOoMITIOHEHTOB KoMmIuiemeHnTa C3 u C4, Hajnnuu-
eM crieliu()UIecKUX aHTHTEN U MOBHIIICHHBIM
ypoBHeM IgG, 4To cBUAETENBCTBYET O Oosee
BBICOKOM PHCKE ITPOrpeccupoBaHus 3a00s1eBa-
Hus. Y nanuentosB ¢ CKB noBbIIeHHBIN ypo-
BeHb U®HI1-uHnekca koppenupoBai ¢ mopa-
KEHHEM KOXH, aJIoTlerueil u 0oJiee BBICOKUMHU
3HAYEHUSIMU MHJEKCAa KIIMHUYECKOM aKTHBHO-
ctu SLEDAI [32, 33].

Cea3b ¢ aKmuHOCMbIO pPeBMAMUYECKUX
3abonesanutl. Pe3ymbraThl CBHUIIETEIBCTBYIOT,
4yTO cBA3b Mexay UPHI1-nHaekcoM U KIMHU-
JecKUMH napamerpamu akTuBHOCTH CKB, cn-
CTEMHOH ckiepoaepmuu u cunapoma Ilerpe-
Ha 3aBHCHT OT YPOBHS dKciipeccuu rena BAFF
(B-cell activating factor) [34]. Bo mHOruX pa-
OoTax Obla BBISBICHA CBS3b MEX/y aKTHBHO-
CTBIO KOXXHOTO TIOPa)KEHUS TIPH JIEPMATOMHO-
sure u Haamanem DH 1-curnarypsr [35, 36].

WNudopmarus, momydeHHas OTEYECTBEH-
HBIMH  pEBMAarojoraMH, CBHUIETEIbCTBYET
0 HAJINYMH MO3UTUBHOTO COOTHOLIEHHS MEXK-
ny BenuuuHo HW®HI-unnekca, ypoBHEM
skcripeccun UOH1-ctumynupoBaHHOro reHa
EPST11 m nouTenpbHOCTBIO TEpamly METO-
TPEKCaToM Y MalUeHTOB C PEeBMAaTOUIHBIM ap-
TputoMm [37].

Ilo0x00bt Kk namoecenemuueckol mepa-
nuy. YKOpeHeHNe Ba)KHEHIIEH pOoJIM TUIIEpaK-
tuBanuu MOHI1-nytn B pa3BUTHUH ayTOUM-
MYHHBIX 3200JIEBaHHI MPUBENO K MOMBITKAM
¢dapmakonoruueckoro nomasieHus HMDOH-
CUTHaTypbl. Jl0CTaTOYHO yCHEIHbIM OKa3a-
nock 61okupoBanne UOH1-curnansHoro Ka-
CKaJla C MOMOIIBI0 HHTUOUTOPOB SHYC-KHHA3
(6apumuTHHNO, TodanuTHHUO) [38]; MomIHAS
MMMYHOCYIIPpECCUSI TPUBOAUT K Pa3BUTHIO
OTMOPTYHUCTHYECKNX HH(EKIHH y HEKOTO-
pPBIX TAalUEHTOB C HMHTEPPEPOHOMATHIMHU.
IIpumeHeHne 4YeNoBEYECKUX MOHOKJIOHAJb-
Hbix aHtuTen Kk M®H-a nmpomemoHCTpupo-
BaJl0 HEIIOXWE pPEe3yJAbTaTbl B OTHOUICHUH
camkeHns MOHI1-unnekca U cCHUXEHHS TIO-
kazareneil aktuBHOocTH CKB n mepmartomu-
osuta [39, 40]. IlepcneKTUBHBIM MOAXOOM
ABIIAETCSI HENOCPENCTBEHHOE BO3ZEICTBUE
Ha maBHble nponyueHTsl UOH1 — nnasmanu-
TOWIHBIE JCHIPUTHBIE KIETKH MOCPEICTBOM
omokupoBanust JektuHa BDCA2 (Blood
dendritic cell antigen 2), sxcrpeccupyeMoro
Ha UX MOBEPXHOCTH.
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3aKjoueHue

Uccnenoanue UOHI1-curnatyp sBisercs
MIEPCHEKTUBHBIM HANpaBJICHUEM COBPEMEH-
HOlt pesmaroyornu. Ompeneneane MDHI-
uHIeKca MOXKeT (D (EKTHBHO MCIOIB30BATHCS
JUIE MOHUTOPHHTa aKTUBHOCTH KaK MHOTO-
(haKTOpHBIX ayTOMMMYHHBIX 3a00JI€BaHHIA, TaK
U PEAKHX MOHOIEHHBIX HHTepdepoHOonmaTuit
1 ayTOBOCTAJMTENbHBIX cUHApPOMOB. C Tex-
HUYECKOH TOYKM 3PEHMsI OLIEHKA 3TOro IOKa-
3arens ¢ nomolinpko [IIP B pexxume peasbHOrO
BpeMeHM 00JIafaeT XOpOoIlIed BOCIPOU3BOAU-
MOCTBIO M MOXET OBIThb BHEApEHa B JI00O0H
naboparopun, oOnamaloUeld COOTBETCTBYIO-
M 000pyIOBaHUEM.
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