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PE3IOME

tOgeHunbHbLIU UOUONAaMuUYecKul apmpum — XpoHU4Yeckoe 8ocnasaumesibHoe
3a6onesaHue cycmasos y demel 00 16 s1em XU3HU, CBA3AHHOE C NAMOJI02UYECKUM
UMMYHHbIM O0MBeMOM HA pas/iudHble aHmuzeHbl. BeposmHbiMu pakmopamu aens-
OMCA UH(peKYUOHHbIe U UMMYyHO2eHemud4eckue. [lpoyecc Ha4uHaemcs c akmuea-
yuu 2ymopasnbHozo uMmyHumema. OOHO U3 K/IH04YeBbIX Mecm 8 namozeHese 108e-
HUJIbHO20 UOUONAMUYECKO20 apmpuma 3aHUMaem nospexoeHue cocyoucmozo
3HOomenus. Pazgusaemcs UMMYHOKOMNJIEKCHbIU 8ACKYUM C HApYWeHUAMU
cucmemsl 2eMOCMAsd, MUKPOYUPKY/IAMOPHO20 PyC/1a 8 CUHOBUAIbHOU 060/104KeE.
Bouipabamelsatomcs npogocnanumesibHble YUMOKUHbI, 8bI3b18al0U4UE PA3PYUWIEHUE
CUHOBUAIbHOU 060/104KU CYycmaga, xpAaujd, Kocmu, cnocobcmaytoujue XpoHu3ayuu
80CNanuMesbHo20 npoyecca. Y nayueHmos c peeMamuyveckumu 3a601e8aHUAMU
U3MeHeHUs 8 cuiCmeme 2eMocmasa ecmpeydaromcs 8 4,5-63 % cs1y4yaes, 0CO6eHHO
npu 8bICOKOU akKMUBHOCMU 80CNAIUMEIbHO20 npouecca. [pu 18eHUbHOM Udu-
onamuy4eckomM dpmpume HApyWeHUs 8 cCuCmemMe 2eMOCMAasa 8K/04am mpom-
buHemulo, CHUXeHUe aHmumpomb6uHa lll, ysenudeHue konudecmsa D-dumepa,
CHUXeHUe akmusHoCmu ubpuHonu3a. VicnonszosarHue mecma mpomboouHaMuU-
KU y 83pOC/IbIX C pe8MAmMOoOUOHbIM apmpumom NOKA3aa0 Haauvue XpoHU4ecKo20
2UnepKoazyaYUOHHO20 COCMOSAHUSA. PeeMamouoHsIt apmpum agasemca hakmo-
POM pUCKa mpomMbomuyecKux 0C/10XKHeHUU y 83poc/ibix. [JaHHble 06 uccriedosaHuu
napamempos mpoM60OUHAMUKU NpU BEHUIbHOM uduonamu4eckom apmpume
omcymcmaytom. BHacmosuwjee 8pems u3geCmHa namozeHemuy4eckas 06WHoOCMs
Mex0y aymouMMyHHbIMU 3a601e8aHUAMU, MAKUMU KaK CUCMeMHAs KpacHAs 80/1-
YaHKa, peeMamouOHbIt apmpum U UMMYHOONOCPed08aHHbIU aHmugocghonunuo-
Hbil cuHOpoM. MexaHu3Mbl pazeumus aHmugocgonunuoHo20 CUHOPOMA CB8S3AHbI
C HapyweHuem 6anaHca cucmemsl 2eMOCMA3sad NoO 8/UAHUEM aymoaHmumer
K ¢hocchonunudam KrremoyHbIx MeMOPaH, Komopele Mo2ym 83aumModelicmaosame
C3HOOMeNUAbHBIMU KJIeMKamu, pas/iuyHbIMU KOMNOHeHmMamu ceépmeigaroujeli
cucmemsl, NpuBoOA K MpoMboMuUYeCKUM OC/TIOXHeHUAM. BaxHocme usyvyeHus
UMMYHOONOCPed0B8AHHO20 AHMUOCHOIUNUOHO20 CUHOPOMA NPU 0BEHUTbHOM
uouonamuyeckom apmpume He 8bi3bi8aem COMHeHUs, 00HAKO OaHHbIe N0 SMOMy
sonpocy 8 demckol nonyayuu KpatiHe 02paHuYeHsl, BK/0YAA 83aUMOCBA3b AHMU-
¢hocghonunudHO20 CUHOPOMA C UMMYHO-2eMOCMA3uo/102u4ecKuUMU napamempamu.
EQuHuyHble uccrie008aHus UMMYHOONOCPEe008AHHO20 AHMUpOCHONUNUOHO20 CUH-
Oopomay demeli C l08eHUJIbHbIM UOUONAMUYECKUM dpMpumom caudemesibcmayom
0 MOM, YUMo MapKepvl GHMUPOCHOTUNUOHO20 CUHOPOMA BbIABAIOMCA NPU BCEX
80pUAHMAX 08EHU/IbHO20 UOUONAMUYECKO20 apmpuma, xoms mpombéomudeckue
OCJIOXKHEHUS 8CmpeYyaromcs peoko.

Knioueesle croea: 1os8eHusbHbIlU uduonamudeckuli apmpum, 0emu, 2eMocmas,
MpomM6OOUHAMUKA, GHMUGOCHOAUNUOHBIU CUHOPOM
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ABSTRACT

Juvenile idiopathic arthritis is a chronic inflammatory joint disease in children
under 16 years of age associated with pathological immune response to various
antigens. Probable factors are infectious and immunogenetic. The process begins
with the activation of humoral immunity. One of the key components of juvenile
idiopathic arthritis pathogenesis is damage to the vascular endothelium. Immune
complex vasculitis develops with hemostasis and microcirculation disorders in syno-
vial membrane. Proinflammatory cytokines are produced, causing the destruction
of the synovial membrane of the joint, cartilage, bone, contributing to the chronic-
ity of the inflammatory process. In patients with rheumatic diseases, hemostatic
changes occur in 4.5-63 % of cases, especially with high activity of the inflammatory
process. In juvenile idiopathic arthritis, hemostasis disorders include thrombinemia,
decreased antithrombin lll, increased D-dimer level, and decreased fibrinolysis activ-
ity. Thrombodynamics test in adults with rheumatoid arthritis has shown the presence
of a chronic hypercoagulable state. Rheumatoid arthritis is a risk factor for throm-
botic complications in adults. There are no data on the study of thrombodynamic
parameters in juvenile idiopathic arthritis. Currently, the pathogenetic commonality
between autoimmune diseases such as systemic lupus erythematosus, rheumatoid
arthritis, and immune-mediated antiphospholipid syndrome is known. The mecha-
nisms of development of antiphospholipid syndrome are associated with an imbal-
ance in the hemostasis system under the influence of autoantibodies to phospholipids
of cell membranes, which can interact with endothelial cells, various components
of the coagulation system, causing thrombotic complications. The importance
of studying immune-mediated antiphospholipid syndrome in juvenile idiopathic
arthritis is beyond doubt, but data on this issue in the pediatric population are ex-
tremely limited, including the relationship of antiphospholipid syndrome with im-
mune hemostasis parameters. Single studies ofimmune-mediated antiphospholipid
syndrome in children with juvenile idiopathic arthritis indicate that antiphospholipid
syndrome markers are found in all variants of juvenile idiopathic arthritis, although
thrombotic complications are rare.

Key words: juvenile idiopathic arthritis, children, hemostasis, thrombodynamics,
antiphospholipid syndrome
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BBEAEHUE

tOBeHUNbHBIN ManonaTuyeckmin aptput (FOUA) npeg-
cTaBnAeT cobon ogHO 13 Hanborsee YacTbIX Y UHBANVAN3ZN-
pyowmnx peBMaTnYecknx 3aboneBaHun, BCTpeYatoLLmxcs
y geten [1, 2]. lOWA xapakTepunsyeTca XpOHUYECKM BOC-
naneHnemM CyCTaBOB, UTO MPUBOAUT K HAPYLLIEHWIO UX GYHK-
LMK, CHMXKAET KaueCTBO XKN3HW 1 YBEINYMBAET PUCK NHBa-
nnansauumnm [1, 2].

3aboneaemocTtb IOVIA BapbupyeT B pa3nmyHbIX CTpa-
Hax, coctasnadA 2-16 cnyyaes Ha 100 000 geten B BO3pac-
Te go 16 net [1, 2]. B EBpone u CLUA HabnogaeTcs pas-
JINYHBINA YPOBEHb BO3HUKHOBeHMA KOUA, Konebniowumii-
ca ot 16 go 160 cnyyaes Ha 100 000 geten [3]. B Poccun-
ckomt Depepaunn 3abonesaemoctb KOMA cpeam naumeHToB
po 18 net coctaBnaeT 62,3 cnyyad Ha 100 000 geTckoro Ha-
ceneHuns, Npu 3ToM NnepBrYHas 3a601eBaeMOCTb COCTaBIS-
eT 16,2 cniyyas Ha 100 000 petckoro HaceneHus [2]. 3abo-
NeBaeMOCTb 3HAUNTENBHO YBENNYMBAKOTCA Y MOAPOCTKOB,
pocturasa 116,4 cnyyaa Ha 100 000 HaceneHus, B TO Bpe-
MA KaK y feTel B Bo3pacTe A0 14 nieT ypoBeHb COCTaBfAeT
45,8 cnyuas Ha 100 000 HaceneHus [2]. Kpome Toro, 6onee
BblCOKas YactoTa IOVIA HabnopaeTca y AeBOYeK, UTO CBU-
JeTenbCTBYeT O CyLeCTBOBAaHUN FeHOAEPHbIX Pa3nnynii
B PACNpPOCTPAHEHHOCTM JAHHOMO NAaTONOrMYeCcKoro cocTo-
aHuma [2].

O6cyxpaeTca HeraTBHasA AnHaMuKa TeueHus FOUA, xa-
pakTepusyioLlanca GopMnpoBaHMEM CepbE3HbIX GYHKLMO-
HasbHbIX HAPYLWEHN B MOPaXEHHbIX CyCTaBax v BbICOKOM
BEPOATHOCTbIO MHBANMAN3AUUM Y MALMEHTOB C Pa3fNyHbI-
MU BapuaHTamun fiebiota 3abonesanua [4]. B 30 % cnyua-
eB y nayueHToB c tONA HabnogaloTcAa 3HaUnTeNbHblE Ha-
pyLeHns GyHKLMOHANbHOM aKTUBHOCTU MOPaXKEHHbIX CYy-
cTaBoB [4]. bonee Toro, NpakTNYecKky NONOBMHA NALNEHTOB
C pa3nunyHbiMy GopMamim HauanbHONM CTagun 3aboneBaHuns
(51,5 %) nopBeprkeHbl MHBanMAu3auun [4].

KauecTBO M3HW NaumeHToB, cTpagatowmux IONA, 3a-
BUCUT HE TOMbKO OT TAXECTU CyCTaBHOrO CMHAPOMA,
HO 1 OT BHECYCTaBHbIX MPOABMEHNI, BKIOYaA HapyLleHnA
remocTasa. HapyleHusa remocTtasza MoOryT NnpuBecTu K no-
BbILUEHHOMY PUCKY Tpomboo6pa3oBaHus. Takxke aucba-
NaHC B CUCTeMe reMocCTasa ABNAeTCA GaKTOPOM, BIUAIOLM
Ha NporpeccnpoBaHme XPOHNYEeCKoro 3abonesaHus [5].

BO3MOXHbII MOBbIWEHHbI TPOMOOTeHHbI PUCK
npwu tOVA aBnsieTcs, BEPOATHO, MHOrOMaKTOPHbIM 11 MOXKET
ycyryonatbca pasnnuyHbiMm GpakTopamu, cpeam KOTopbIX
He MCKMIOYEHO BAVAHME MMMYHOOMNOCPEAOBAHHOMO aHTu-
docdonunuaHoro cuHgpoma (ADC). HeMHOroumcneHHbIMU
NccnefoBaHUAMM BbIABIEHO, UTO ayTOAHTUTENa K Kapauno-
AUNVHY U B2-rNnKonpoTenHy 1 06HapyK1BalTCa y feTeln
npu pasHbix BapraHTax FOUA, uTo MOXeT CBMAETENbCTBO-
BaTb O NPOTPOMOOTMUECKOM MOTEHLMAsE STOrO COCTOSIHUS,
YBeNIMUMBAIOLLEM PUCK TPOMOOTUYECKNX OCIIOMKHEHWI 1 He-
raTUBHO B/IVAIOLLEM HA NPOrHO3 3aboneBaHus [6].

OcHoBHbIMK Lenamn nevyenuns FOUA ssnaoTca gocTu-
YKeHMe CTOMKOW KNMHMYECKON 1 TabopaTopHON peMmccuu,
npegoTBpaLleHne ycyrybneHmsa noBpexneHnii CycTaBos,
obecrneyeHrie BbICOKOrO YPOBHA KauecTBa »KMU3HW, CHUKe-
HMe pUcCKa pa3BUTUA OCNOXKHEHWI, YCnewHaa aganTtaymsa
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B oOLlecTBe U noaaepKaHue onTMManbHOro ¢rsnyecko-
ro pasBuUTMA JeTen.

Mownck HayuHbIX cTaTel npoBoawsca B 6asax PubMed,
PubMed Central, Google Scholar, EMBASE, eLibrary. Kpu-
TepurieMm Bblbopa CTanu HayuyHble CTaTby, ONyONNMKOBaHHbIE
B Nnepuo Ao mas 2024 r. BKNOYNTENbHO.

OCHOBHbIE ACNEKTbl UMMYHONATOTEHE3A
IOBEHWJIbHOIO MAUONMATUYECKOIO
APTPUTA

Mo AaHHbIM MHOTOYMCIIEHHbIX NCCIefOBaHNN, CyLle-
cTBYeT psf GakTopOoB, KOTOPbIE MOTYT 3aMyCKaTb MEXaHN3M
pazsutua FOVA. Hanbonee yacTbiMi 3K30reHHbIMU PpaKTo-
pamu ABNATCA BUPYCHble U GaKTepuanbHble nHbeKLNY,
nepeoxnaxaeHre, YacTble MMKPOTPaBMbI CyCTaBOB U Ap.,
SHAOTFEeHHbIMY — HanMume NeKoLMTapHOro aHTUreHa Je-
noseka (HLA-DR4), HeabbeKTUBHBIN UMMYHHbI KOHTPOJb
CUHTe3a ayTOaHTUTEN, HapyLUeHWe 6anaHca FrOPMOHaNIbHOMO
¢doHa. [laHHble paKTOpbl MOTYT MFpaTb BaXKHYHO POJib B HW-
uumpoBaHun passutua ONA [7, 8].

MatoreHes IOVA xapaKkTepusyeTcs cABUrom B 6anaHce
MeXIyY PerynaTopHbIMY KneTkamu, B OCHOBHOM NpeacTas-
NEHHbIMU T-perynaTopHbIMU KNeTKamu, 1 3GPeKTopHbIMU
Knetkamu, Bkitouas CD4* T-xennepHble (Th, T helper) knet-
Ku, Takne Kak Th1 n Th17. HapylueHre paBHOBeCUA Mex-
ZY 3TUMW KNEeTOUYHbIMY NONYNALUAMY MOXET CNOCO6CTBO-
BaTb Pa3BUTMIO XPOHMYECKOrO BOCMANEHUs 1 NaToNornye-
CKUX N3MeHEeHUM, xapakTepHbix gna OUA [9-11]. Mposoc-
nanuTenbHble LUTOKMHBI yUYaCTBYIOT Kak B HEOQHTIOTeHe3e,
TaK 1 B NOBPEXAEHNM CYHOBMANbHOM 000M10UKY, Fae Ha-
6ntoflaeTcs NoBblleHUe YPOBH:A GakTopa HeKpO3a onyxo-
mm a (ODHO-a), nntepnenkuHa (W) 1, -6, N-10, N-17,
NN-21, NN-23, pakTopa UHIMOGUPOBAHNS MUTPaLUN Ma-
kpodaros (MIF, macrophage migration inhibitory factor)
1 ApYyrux npoBoCnanuTesbHbiX UMTOKMHOB [11, 12]. Ponb
3TUX LUTOKMHOB 3aK/OYaeTCA NPenmMyLLecTBEHHO B pery-
naumn anddepeHunpoBkn Knetok Tmna Th1 n Th17, a Tak-
e B yCUNIeHUM Uy MOaynAumy BOCNanmTenbHOro oTBeTa
[10, 12, 13]. AncbanaHc mexzay CUHTEe30M NPOBOCNanuTesNb-
HbIX 1 aHTMBOCNanuTenbHbIxX (U1-4 1 gp.) UUTOKUHOB yCu-
NNBAET Pa3BUTME XPOHNYECKOrO BOCMaNeHN .

Cekpeuusa uutokumHa UJ-1 nponcxogut npeumyiie-
CTBEHHO MOHOLMTaMU 1 Makpodaramu, 4To MeeT BaXKHOe
3HaueHue ans GopPMUPOBAHUS MECTHOW BOCMANUTENBHOM
peakuwnun. -1 cnocobcTByeT NnepemelleHnto HelnTpodu-
NOB 13 KOCTHOIO MO3ra, aKTUBUPYET UX NPUIMMNaHne, xXe-
MOTaKCKC 1 haroLmnTos, a Takke CrocobCTByeT BbleNIeHNo
CcBOOOAHbIX paanKanos Kucnopoga. Kpome toro, W-13 ctu-
MYNPYeT pa3MHOXeHMe 1 anddpepeHLMpoBKy numdoun-
TOB, aKTUBUPYeET Makpodaru, dnbpobnactbl n sHAOTENN-
anbHble Knetkn [14].

WJ1-6 nrpaeT cywecTBeHHOe 3HavyeHne B MHAYKUMN
octpoit pasbl KOVA n o6HapyKrBaeTCca B 3HAUNTENIbHOM
KonmyecTBe Kak B neprdeprnyeckon KpoBu, Tak U B CUHO-
BMaNIbHOW KNOKOCTUW. Ero OCHOBHas porib BK/toUaeT B cebs
AKTVBALMIO OCTEOKITACTOB, MPOBOLMPOBaHYe BOCNANNTeSb-
HbIX NPOLIECCOB B CyCTaBax U yCUeHNe SKCNPeccun LnTo-



KWHOB nepudepuryeckmmm moHouutamu. Kpome toro, UJ1-6
cnocobeteyeT auddepeHymnaumm knetok Th17 [15].

WN-10 npepcTaBnseT coboi 3HaUMMYIO LIUTOKUHOBYIO
MOJIeKy Ny C MPOTUBOBOCNANNTENbHBbIMU CBONCTBAMM, KOTO-
pyto BbipabaTbiBalOT B OCHOBHOM T-nnmdoLmUTbI, 0COOEHHO
T-xennepbl 2-ro TMNa, a TakXke MOHOUNTbI. MexaHn3m NnpoTu-
BoBocnanutenbHoro aencreua W1-10 3akniovaeTca B CHU-
YKEeHUN aKTUBHOCTU Makpodaros 1 T-numdoLMToB, B YacT-
HOCTM B YMEHbLUEHWW CMHTE3a TaKNX LIUTOKMHOB, Kak WJ1-1,
MN-6 n ®HO-a. WJ1-10 TakKe cnocobeH caep>K1BaTh Bblpa-
60TKY MaTPUKCHbIX METaNIoNpoTenHas, MHrMo1poBaTh ak-
TUBHOCTb MaKpodaros, NPensaTCTBOBaTb Pa3pyLUEHNIO XPa-
La 1 pyrux coeanHUTENbHbIX TKaHel B cycTase [14, 16, 17].

OHO-a npenMyLLeCcTBEHHO CMHTE3UPYETCA aKTUBMPO-
BaHHbIMK T-numdoLTamu, Makpodaramm, MOHOLUTaMU,
durbpobnacTamu, a TakKe SNUTENNANTIbHBIMM Y SHAOTENalb-
HbiMK KneTkamun. ®HO-a ABnAaeTca cTMMynATOPOM MHOTMMX
APYrvix NpoBOCNanuTeNbHbIX LUTOKUHOB, BKtovasa UJT-1[3,
NN-6 n1-8[10, 13]. 3TOT haKTOp CTUMYNUPYET SKCNPECCUto
6enKkoB OCTpoW $a3bl BoCManeHus, NpuBekaeT Makpoda-
M 1 KneTku JlaHrepraHca, cnocobCTByeT aHrMoreHesy, ak-
TUBMPYET MOHOLUTbI, yCUAMBaeT GaroumTos 1 NpoayKLUmo
CcBOOOHbIX pafrKanoB. Kpome TOro, OH y4acTByeT B pery-
NALMM anomnTo3a 1 B MeXK/IETOYHOM B3auMOAeNCTBUN NM-
MYHOKOMMETEHTHbIX KneTok [18, 19].

W-4 cnHTesnpyetca T-xennepamun 2-ro Tuna, Macto-
untamn 1 6asodpunamun. NMogobHo WI-10, U1-4 obnapaet
CNOCOBHOCTbIO NOAABNATbL CMHTE3 UuToKnHos WJ1-1, U1-6,
OHO-a n nntedepoHa y (MOH-y) [20].

Paseutre OMA B griHaMKKe CBSi3aHO C TpaHCcpopmaLu-
€1 0CTPOro UMMYHHOTO BOCMANEHNA, XapaKTePHOro Ans Ha-
yanbHOW CcTaaum 3aboneBaHus, B XPOHNYECKOE C Pa3BUTU-
eM HeobpaTMMbIX Pa3pyLLEHWIA CYCTaBHbIX CTPYKTYp. Kpo-
me Toro, W-4 ctumynupyeT akTuBauuio B-numdounTos,
UTO MPUBOAUT K BbIpabOTKe ayToaHTUTEN, CTUMYNUpyeT
303UHOGUIIbI U TYUHbIE KNETKU, BbI3bIBAET aniepruyeckui
oTeeT [2].

Taknm o6pasom, NaToreHeTNYeCKne MmexaHuambol Gpop-
MUpPOBaHMA 1 nporpeccrupoBanma FOVA cBsA3aHbl C KOM-
NEKCHbIM B3aMMOAENCTBNEM MMMYHHbIX U KNETOYHbIX 3J1e-
MEHTOB, KOTOPOE NPVBOAMT K MOBPEXAEHMIO CYyCTaBOB U CU-
CTEMHbIM NPOABNEHNAM 3aboneBaHusa [2].

BaXkHbl 1 MHTepeCHbI nCcCcnefoBaHUA NOCNeQHUX neT.
B 2018 r. rpynnon nccnegosatenent ®rbOY BO «Capartos-
CKNI rOCyJapCTBEHHbIN MeQNLNHCKNI YHUBEPCUTET UMEHU
B.M. PazymoBckoro» MuH3gpasa Poccnm nposeféH cpaBHu-
Te/IbHbIV aHaNM3 UMMYHOJOTMYeCcKnX NoKasarteneny 78 ge-
Teri c fOMA B Bo3pacTe oT 13 Mmecaues go 16 net.lpynna c cy-
ctaBHom dopmon IOWA Bknouana 56 getei, rpynna c pe-
AKTVBHbIMU apTpuTamun — 22 pebéHka. MNpoBeneHo onpe-
JeneHne KOHUEeHTpauumn NHTepnerknHoB, acCoLMNPOBaH-
Hbix ¢ Th1 (UN-1B, -6, UOH-y), Th2 (WN-4) nTh17 (U1-17),
B CbIBOPOTKE KpoBW. BbiaBneHo, uto FOVIA 1 peakTuBHbIN ap-
TPUT XapaKTepur3yTCA HapyLLeHUAMN B CUCTEME LINTOKM-
HOB, accoummnpoBaHHbix ¢ Th1 1 Th2. HabnopaeTtca ogHo-
HanpaBNeHHOCTb B BMEHEHWAX KOHLEHTPaLMM yKa3aHHbIX
WHTEPNENKNHOB Y NaLMEHTOB C BbllLENepeyYncieHHbIMU Na-
Tonoruamu. Mpu onuroapTnkynapHom BapuaHte ONA Haw-
6onbliee 3HaueHne umetoT NOH-y n J1-4. 3T monekynbl

Y4acTBYIOT B PerynAaumm UMMyHHOro oTBeTa 1 MOryT BVATb
Ha XpOHMYeCKOoe TeueHe BoCnaneHus B cyctasax. [pu no-
NNapTUKYISPHOM BapriaHTe 6osiee aKTUBHbBIMU ABAAIOTCA
Wn-1p, UN-4, WN-17 v WN-6, uto yKka3biBaeT Ha bonee wu-
POKNIN CeKTp BOCNanuTenbHOro npouecca [21].

Wccneposatenamum FAY3 CO «O6nactHas getckasa Knm-
H1ueckas 6onbHuLay (r. EkatepuHbypr) n ®TBYH UHcTnTy-
Ta MmmyHosnorum n pusunonorun YpO PAH (r. EkKatepuH6Gypr)
B 2020 r. npoBeféH aHanu3 KoHueHTpauuum AN-1p n ®HO-a
B CyrepHaTaHTax KNeTOUYHbIX KylbTyp nepudepuryeckon
KpoBu 78 petent ¢ OMA n 33 3g0poBbix aeten [14]. OTme-
Yanocb yBennmyeHne ypoBHsA CNOHTAHHOW NPOAYKLUMN NPO-
BOCManuTenbHbIX yutokuHos MJ1-1f3 n ®HO-a y naureHToB
¢ IOVA B cpaBHeHUN C KOHTPOJIbHOW FPYNMown, YTo CBUae-
TENbCTBYET O NpeALIecTBYIOLeNn akTUBaLUN NMMYHOKOM-
NeTeHTHbIX KIEeTOK.

lpynnon yyéHbix n3 Kntaa B 2017 r. npoBeaéH cpas-
HUTENbHbIV aHaNu3 rnokKasartesiel neprdeprnyeckon Kpo-
B/ 1 NpokanbumtoHuHa (MKT), a Takxke untokmnHos (AJ1-6,
MN-10, ®HO-a) y 41 pebéHka ¢ cuctemHbim FOUA (ctOUNA)
1 cencucom. iccnegoBaHme KonmyecTsa 1enKoLUMTOB, CKOPO-
CTW OCefaHNA SPUTPOLUTOB, YPOBHA C-peakTUBHOIO 6esiKa,
MKT n cbiBopoTOouHbIX ypoBHen UJ1-6, J1-10 n O®HO-a B Kpo-
By geten ¢ cOMA n cencncom BbISIBUSIO MHTEPECHblEe pasnu-
UYMA MO CPABHEHNIO C KOHTPOJIbHOW rpynnown. YpoBHM nepe-
UMCSIEHHBIX MapaMeTPoB OblM NOBbIWEHbI y AeTel ¢ cOUA
n cencrucom. bonee Toro, yposeHb KT y geten ¢ ctOMA oka-
3aCA 3HAUUTENIbHO HUXKE, YeM Y MaLMeHTOB C CEMCUCOM,
B TO BpeMs KaK ypoBeHb WJ1-6 oka3asnca cylwecTBeHHO BblLle
y oetei ¢ ctOMA no cpaBHeHMIO C rpynno ¢ cencucom [22].

3acnynBaeT BHUMaHWA nccnenoBaHme TalKeHTCKOoN
MeguLUMHCKOW akagemum, nposedéHHoe B 2023 1., B pamkax
KoToporo 6bino o6cnegosaHo 38 getent ¢ OUA 1 30 3gopo-
BbIX AeTel. bbl1o ycTaHOBNEHO CTaTUCTUYECKM 3HAYMMOe
yBenunyeHue yposHa WJ1-17A 'y getei ¢ FOVIA. HamBbiclimne
3HaueHua WJ1-17A Habnoganvcb y naunmeHToB C nonuvap-
TpuTnyeckmum BapuaHtom tOUA [23].

[pyraa rpynna nccnegosaTenen TalKeHCKON Me-
AVLMHCKON akagemun B 2023 1. n3yumna $aktopsbl, Npo-
Bouupytowme passutue tOVA, y 164 geten B Bo3pacTe
oT 3 go 16 net. bonbwmHCTBO geten (94 %) menu cycTas-
Hyto dopmy IOVA, B To Bpemsa Kak ocTanbHble (6 %) — cu-
CTeMHbI BapuaHT. 1o pe3ynbTaTtam aHKeTUPOBaHMA BbiB-
NEHO, YUTO NepeoxNaKAeHVe ABNAETCA OHUM N3 OCHOBHbIX
nposouupyowmnx akropos OUA, a TakxKe TAKENbIX Gopm
OCTPbIX PecnupaTopPHbIX BUPYCHbIX MHOEKL I, MHEBMO-
HWW, OCTPbIX KULIEYHbIX UHeKUMA 1 GONNUKYNAPHON aH-
TMHbI. Y HEKOTOPbIX fieTel Obiniv BbIABNEHbDI annepruyeckue
3aboneBaHuA, BKIOYan aTONUYeCKUii AepMaTuT, MALLEBYHO
1 NeKapCTBEHHY!I0 annepruio. TpaBma Kak hakTop pa3Butus
IOV A 6bina BbisiBNEHa TONIbKO Y oHOro pebéHKa. Mposouun-
pytoLLel NPUYNHON NPY NONAPTPUTUYECKo dopme valle
BCero 6bina nHdeKums, B ToO BpeMsa Kak Nnpu oJiMroMoHo-
apTpuTnyecknx BapraHtax lOMA - nepeoxnaxgeHue [24].

Takum ob6pa3om, B HayYHoU nutepaType nmeertcs ob-
WwrpHaa nHGopMaLus 0 LUTOKUHOBOW perynsaumm Bocna-
NUTENbHbIX 3a60N1eBaHN CycTaBoB Y feTein [14, 21-23]. MNa-
ToreHes cuctemHoro KOMA cBA3aH C KOMMNEKCHbIM B3aMMO-
OeNCTBMEM UMMYHHbIX U KNETOYHbIX 3/IEMEHTOB, B pe3yJib-
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TaTe Yero NPOMCXOJAT NOBpPEXAEeHNe CYyCTaBOB U CUCTEM-
Hble nopaxeHus. iccnenoBaHnA CBUAETENBCTBYIOT O TOM,
yto y getein ¢ OMA HabnogaTCa HapyLIeHnsa B cucteme
LUTOKMHOB, accoumnmnpoBaHHbIx ¢ Th1 1 Th2. Y nauneHToB
¢ IOV nosbllweHbl YPOBHN «MPOBOCNANUTENBHbIX» LIUTO-
KuHos WJ1-13 n ®HO-a, uto cBMAeTeNnbCTBYET 06 aKTMBa-
LN UMMYHOKOMMETEHTHbIX KNETOK, @ TakKe YPOBHU «aH-
TMBOCMNANUTENbHbIX» LIUTOKMHOB. Kpome TOro, BbIAABNEHO,
YTO YPOBHM LIUTOKMHOB MOTYT Pa3nnyaTbCA B 3aBUCMOCTH
oT dopmbl FOUA, uTo yKasbiBaeT Ha LUIMPOKUI CNEKTP BOC-
nanuTenbHOro npouecca B cyctasax. [lanbHenwme nccne-
[OBaHUA UMMYHHoOro ctaTtyca FOVMA nomoryT nyuylue noHATb
natodursnonornio 1 paspaboTatb bonee 3¢pdeKTBHbIE Me-
TOAbl ANArHOCTUKW 1 NeYEHNA.

HAPYLWIEHWA TEMOCTA3A lNPU IOBEHWJIbHOM
UWANONATUYECKOM APTPUTE

M3yueHuio remocTasa npu peBmaTmyecknx 3abonesa-
HUAX Y B3POCSbIX MOCBALLEHO 3HAUNTENbHOE KONNYECTBO
MCCNefoBaHMIN, YTO BO MHOTOM CMOCOBCTBOBANO CHUKE-
HMI0 YAaCTOTbl OC/IOXKHEHMI JaHHOW NaToNorv B obLLen no-
nynsauum [25-29]. B neguaTpun nccnegosatenbckue pabo-
Tbl NO HapyLeHuto remocTtasa npuv FOVA Takke npoBoaAT-
ca [5, 30, 31], oAHaKO OCTalOTCA HE A0 KOHLA N3YUYeHHbIMU
HEKOTOPble BOMPOChI FeMOCTa3NONOrMUYeCcKrX HapyLLUEHNIA
Y 3TUX MNALMEHTOB, BaXKHOCTb KOTOPbIX He Bbl3blBaeT COMHe-
HUA. Ha cerogHAWHNN AeHb NPaKTUYeCKn HeT nccnenosa-
HVIA No ummyHoonocpegosaHHomy AOC npn IOVA Y geten,
B TOM Umciie AaHHbIX 06 X B3aMMOCBA3M C MMMYHO-FemMo-
CTa3noNorMyecKkMm napameTpamu.

Y naumneHToB C peBMaTnyecknmu 3abonesaHusmm (P3)
N3MeHeHMA B CMCTeMe remoCTasa BCTPeYatTCA C YacTOTon
4,5-63 % cnyyuaes [30, 32]. XopoLlo N3BeCTHO, UTO HapylLue-
HMA reMocTasa ABMATCA OAHUMY 13 BefyLnx GakTopoBs
3TnonatoreHesa P3. 1o MHOroYncneHHbIM faHHbIM, U3Me-
HeHuA remocTasa npu FOVA BcTpevatoTca valle, Yem ana-
FHOCTUPYIOTCSA, TaK KaK OHM Hanboree Bbipa)KeHbl Npu Bbl-
COKOW aKTMBHOCTM BOCNANUTENbHOrO npoLecca, MeHee —
npw cpefHen akTMBHOCTA 1 HEPeLKO UMEIOT MasloCUMMTOM-
Hoe TeyeHwue [30, 32].

Mpu CNCTEMHbIX MOpPa)KeHMAX y naumeHToB ¢ P3,
B TOM umncne ¢ lOMA, natonorva remoctasa 3aHMMaeT OAHO
N3 OCHOBHbIX MECT B MMMYHOKOMIIEKCHOM MeXaHu3me
BOcCnaneHuA. BaxHasa ponb B natoreHese IOVA otBognTCA
NOBpPEXAEHMIO KNETOK SHAOTeNnA. SHAOTENNI KPOBEHOC-
HbIX COCYA0B 06/1afaeT TPOMOOPE3NCTEHTHOCTBID, UTO 06-
YCIIOBJIEHO €ro CNoCcobHOCTbIO CMHTE3MPOBaThb NPOCTaLu-
KNWH, TKAHEeBOW akTuMBaTop ¢MbpuHONM3a, GUKCMPOBATb
Ha SHAOTENNY KOMMEKC renapuH — aHTutpomouH I, yaa-
NATb U3 KPOBOTOKA aKTUBUPOBaHHble GpaKTopbl CBEPTHIBA-
HMA KPOBU 1 B TO e BpPeMsi TPOMOOreHHOCTbIO (CUHTe3U-
pyeT daktop BunnebpaHpa (OB) n ap.). Cocyancran creH-
Ka OYeHb TeCHO B3aVMOAENCTBYET CO BCEMU 3BEHbAMM CU-
cTembl remocTasa [30, 33, 34].

NmmyHOKOoMMNIeKCHOe NoBpeXaeHne CTEHOK COCYA0B
npw P3, oroneHve cy63HA0TENNA CNOCOOCTBYIOT aKTUBaLUN
remocTasa v yMeHbLUEeHI0 YPOBHS GpU3NONOrNUYEeCKNX aHTU-

KoarynsaHToB B opraHusme [30]. Kpome TOro, nposocnanu-
TeslbHble LIUTOKUHbI UMET CMOCOOHOCTb BbI3bIBATb anon-
T03 T-NMM$OLNTOB U CNOCOOBCTBOBATL UX aAre3nn K SHAO-
Tenn Ccocynos. JlemkounTbl B OTBET Ha BOCManeHne Mu-
rPUPYIOT B CYOIHAOTENNIA U NOBPEXAAIOT SHAOTENNOLN-
Tbl, YTO NPVBOANT K Pa3BUTUIO aCENTUYECKOro BOCManeHms
BHYTPW CTeHKM cocyga [35].

B cBOt0 OUepenb akTMBaLMA SHAOTENNA COCYLOB MOXET
UrpaTb CYLLECTBEHHYIO POJib B BO3HMKHOBEHUY 1 NMPOrpec-
CUPOBAHUUN CUCTEMHBIX UMMYHOBOCMANMTENbHbIX 3abone-
BaHWU. Y 3HauUMTeNbHOM YacTu 60nbHbIX FOVA BbisiBnaeTcA
noBbiweHne OB, UTo OTpaXkaeT cTeneHb NOBPEXAEHWA MU-
KpouunpkynatopHoro pycna [29, 33].[oBpexaeHune cocyau-
CTOW CTEHKM COMPOBOXAAETCA yCUEeHNeM are3nu 1 arpe-
raumm TpoMOoLMTOB, aKTUBaLMEN GaKTOPOB CBEPTbIBAHMA
KpoBwu. [1o0 coBpeMeHHbIM NpeACcTaBNeHnAM, in vivo npouecc
remocTtasa ABNAeTCA eMHbIM U CBA3AH C reMoCTaTUYecKu-
MU peakuuamm TpoM60oLMTOB. TPOMOOLIMTbI HE TONIbKO Yya-
CTBYIOT B aKTVBaLUM KOArynaLMOHHbIX GaKTOPOB, HO U1 Bbl-
MOMHAIT GYHKLMIO perynaumnm BCcero npoLiecca CBEPTbiBa-
HMA KpoBY [33]. TpomMbOLMTLI TaKKe MOTYT CBA3bIBATb UM-
MYHHble KOMMeKcbl [36].

Y 60nbHbix OMA ycTaHOBMIeHa NpAMas 3aBUCUMOCTb
MeXyY aKTUBHOCTbIO 3aboneBaHuA 1 ypoBHEM GUOPUHO-
reHa [30, 37]. BbiIBNIeHO, YTO TPOMOUHEMUA U CHUXKEHWNE
YPOBHA aHTUTPoMOUHa Il nrpatoT BaxkHYyl0 posb B pa3Bu-
TN TPOMBOreMopparnyeckrx OCSIOKHEHNI Y NaLEeHTOB
c OMA. Mpu BbICOKOI aKTMBHOCTK NMpoLecca HabnogaeT-
CA BblpaXXeHHOe yBenunuyeHve ypoBHs D-grmepa, a Takxke
CHUXKEHVEe aKTUBHOCTY GUOPUHONN3A, YTO MOXKET ObITb CBS-
3aHO C MMMYHOKOMIMIEKCHbIM MOBPEXAEHMNEM SHAOTENNA
1 YMEHbLLUEHVEeM BbIpabOTKM TKaHEBOr O aKTMBaTOpa nJas-
MMHOT€eHa, a Takxe ero notpebnexHvem [30].

B nccnepgoBaHmAX OTeUECTBEHHbIX U 3apYOeXKHbIX aBTO-
OB KaK Y B3pOC/iblX MaLMEeHTOB C PEBMATOVAHbBIM apTPUTOM
(PA), Tak ny geten c FOMA npu BbICOKOW aKTMBHOCTY NaTOJ10-
rU BbISIB/IEHbI aHANIOTUYHbIE M3MEHEHUs reMoCTasa — yCu-
NeHne MHAYLMPOBAHHOW arperaumy TpoMOOLIMTOB, yBENU-
YeHVe ypOBHSA GUOPUHOreHa, YKOpOoUeHe akTVBMPOBaHHO-
ro napumanbHoro TpombonnacTiHoBoro Bpemenu (AMTB),
yBenuueHune OB, cHxeHre aHTUTpombUHa lll, TpoMbUHe-
Mus, yBenuueHve D-agumepa, 4To yKasbiBaeT Ha MOBbILLIEH-
HbI PUCK TpomMboo6pazoBaHus [26, 27, 30, 38].

TpaguumnoHHble abopaTopHble MeToAbl UCCNefoBa-
HMA reMoCTasa He BCeraa no3BosAlT afleKBaTHO OLEeHUTb
TPOMOOTMYECKYIO FrOTOBHOCTb. [IpeacTaBnseT nHTepec oT-
HOCUTEJIbHO HOBbI METOA OLIEHKM FeMOoCTa3a — TeCT TPOM-
60VHaMUKK, KOTOPbIV CNOCOHeH OGHaPYKNTb MPeaTPOM-
60TNYecKne cocToAaHNA. OCHOBHOW NPUHLMMN TeCTa 3aKJto-
YyaeTcs B NPOBeAEHUN IOKANIbHOW CTUMYAALUN SHOOTENNSA
COCYAMCTON CTEHKU C NOC/eayoLMm o6pa3oBaHNeM TPOM-
6a B peaslbHOM BpeMeHY Npun HEMPepPbIBHOM HabloAeH
3a npoueccom. Micnonb3oBaHre 3TOro MeTofa no3Bosis-
eT BU3yanusnpoBaTb pocT GrOPMHOBOro Crycrka in vitro
[39, 40]. B nocnepgHue rofbl NpoBeAeHbl ABa NCC/Ie[oBa-
HUA C NPUMEHEHNeM TecTa TPOMOOAVHAMMKM Y B3POCSIbIX
c PA. Tak, uccneposaHue A.[l. lNMewkoBon 1 coaBT. B 2020 T.
BbISIBUJIO YBEJIMYEHME CKOPOCTY POCTa, pa3mepa v NioTHO-
CTr GMOPUHOBOIO CrycTKa B Myla3Me KpoBWY, YKasblBatollee
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Ha HanMumne XpoHmyeckon runepkoarynaumm [41]. Bo BTo-
pom nccnepgosaHun H.B. CepefaBKHOWM 1 COABT., NPOBeAEH-
HOM B 2022 r., NOflyYeHbl pe3ysibTaTbl, CXOXMNe MO YPOBHAM
MAOTHOCTY, YaCTOTE BO3HUKHOBEHWA CMOHTAHHbIX TPOMOOB
B rpynnax 60s1bHbIX U 30POBbIX, HO MPOTUBOPEUNBbIE B OT-
HOLLEHWM CKOPOCTU, KOTopasa Obina conocTtaBuma y 60sb-
HbIX 1 B KOHTpone [42]. B ocTynHOM HayyHOW nuTepaType
OTCYTCTBYIOT CBefleHUA 0 npoBefeHun y getein ¢ OUA wnc-
CrleloBaHMIA reMocCTasa C NpYIMEHEeHreM TecTa Tpomboau-
HamuKK. Mbl npegnonaraem, UTo CXofHble N3MEHEHNA Mo-
ryT BbiaBnATbcA npu fOUA y petenn. TpombogHaMUyecKuia
TECT MOXKET NMOMOYb MOAYyYnTb MHGOPMAaLMIO O NaToreHe-
3€e M3MEeHeHN, B TOM Ynciie B CUCTEMe reMoCTasa, y Aeten
c OV, onpenennTb NporHocTnyeckre GakTopbl 1 gnarHo-
CTUYECKYI0 3HAaUYMMOCTb IAHHOIO NCCNefoBaHNA.

MMMYHOONOCPEAOBAHHbIN
AHTNOOCOONUNUAHDBIN CUHAPOM

Hapagy ¢ xpoHnyeckon runepkoarynaumen cocton-
HVe TpoMboTUYeckor rotoBHocTy npu OUA moxeT ycyry-
6natbca gpyrumm paktopamu [43-46]. Ocoboe mecTo cpe-
OV HUX 3aHUMaeT uMMyHoonocpeoBaHHbi ADC [43, 44].

AO®C - 3TO ayTOMMMYHHbII CUHAPOM, BO3HUKAIOLNIA
B CBA3M C 0bpa3oBaHvemM ayToaHTuTen K dochonunungam
MeMOpaH KneTok unu pochonunuacessbiBaowum 6enkam
KpOBWU, NPOABNALLMNNCA apTepranbHbIMU U/ BEHO3HbI-
MU TpoMb60o3amum [43, 47]. B MexxgyHapognHom knaccuduka-
unn 6onesHen 11-ro nepecmotpa ana AQC ecTb cooTBeT-
CTBYIOLLMI HO30M1OTNYeCKNin Ko — 4A45 [43, 48].

AD®Cy peTein MOXeT MaHNGECTMPOBATb B LUMPOKOM BO3-
pacTHOM [iMana3oHe, laxe Y HOBOPOXKAEHHbIX, OfHAKO Hau-
6onee YacTo AMArHOCTMPYETCA B BO3pacTe oT 9 fo 14 net
[43, 44]. Mpwn ADC B feTcKOW NonynsALMmn He HabngaeTcs
reHgepHoro npeobnajaHus, YTo KOHTPaACTUPYET C pacnpe-
[eneHnem rno nosy y B3pOCsibix, FAe COOTHOLUEHME KEHLLWH
N MY>KUMH COCTaBnAeT npumepHo 5:1 [45].

Pa3Butne nmmyHoonocpegosaHHoro AQC npowncxo-
OWT NPU CUCTEMHbIX 3aboneBaHNAX COeAUHUTENbHON TKa-
HU (cucTemHas KpacHasA BonyaHka (CKB), PA n gp.), apyrom
ayTOMMMYHHOW natonorum [43, 49].

MmmyHoonocpeposaHHbii ADC 3aHMMaeT BaxHOe me-
CTO cpean GaKTOPOB PUCKa Pa3BUTKA TPOMOO30B. AHTUTENA
K dbochonvnuaam (@dJ1) BAMAIOT Ha pa3nnyHble 3BeHbA CUCTe-
Mbl remocTasa [46]. immyHornobynutbl IgG, IgM n IgA npeg-
CTaBnAT cOOOM pa3HOOOPa3HOE CEMENCTBO ayTO- M anyloaH-
Tuten K pochonunuaam, HaXoAAWMMCA B KIETOYHbIX Nias-
MaTuyeckmx membpaHax. MNpexzae cunTanoch, YTo aHTUTeNa
ACCOUMMNPOBaHbI C OTPULATESTIbHO 3apsXKeHHbIMK dochonu-
naamuy, NPUCYTCTBYIOLLMMW HA BHYTPEHHEN MOBEPXHOCTY
Mem6paHbl. OfHAKO O6HApY»KeHbl aHTUTeNa K dochaTmnamna-
TaHONMAMUHY, KOTOPbI PACMONOXKeH Ha BHELLHEN MOBEPXHO-
CT1 MeMbpaHbl. OCHOBHYIO POJib B MATONIOrMYECKOM ay TONM-
MyHHOM npoLiecce urpaet ¢ochaTtnanncepuH — aHNOHHbIN
bochonunma, HaxopAWMIACA Ha BHYTPEHHEN NOBEPXHOCTY
LMUTOMa3MaTUYECKO MemMOpaHbl, 3alULWEHHBIN OT BO3AeN-
CTBUA NNIa3Mbl C aHTUTeNnamu [49-51]. AHTUTeNa, HanpaBneH-
Hble NPOTVB GoCPoNMNUAOB, MOTYT MPUBECTM K MOBPEXAE-
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HIVI0 MeMbpaHbl SHAOTENVA NYTEM HAapyLUeHWs banaHca ecTe-
CTBEHHbIX aHTUKOAryNIAHTOB U MHIMOUTOPOB CBEPTbIBAHNA.
STO MOXKeT NPOBOLMPOBaTh rnnepkoarynauuio [43, 48].

/3BeCcTHO Heckonbko MexaHn3moB aencteusa adJTHa re-
mocTa3 (@a®J1 MoryT cBA3bIBaTbCA C TPOMOMHOM, 6/10KMPYS
€ro B3aMMoAeNcTBre C aHTUTPOMOUHOM, MpoTenHamn Cn'S;
CTMMYNMPOBATb TPOMOOLMTbI; B3aMMOAENCTBOBATL C SHAO-
TenMoumTamu, yCunmaas SKCNpeccuto TKaHeBoro dakTopa;
AKTUBMPOBATb CUCTEMY KOMMJIEMEHTA, MPUBOASA K TPOMOO-
3aM; IHIM6MPOBaTb Ma3MVH M TKAHEBOW aKTUBATOP Mias-
MVHoreHa) [43, 471.

Mpn AOC 0CHOBHOM MULLIEHBIO 2y TOMMMYHHOTO MpoLiec-
ca aBnsAeTcs 6enok nnasmbl 32-rnukonpotent 1 (B2-Gp1), ko-
TOPbIV perynnpyeT CBEPTbIBaHME KPOBW, MPOABIIAA KaK MNpo-
KoarynsHTHoe (MHrMbmMpoBaHve NPOKOAryasiHTHOrO NpoTe-
nHa C, HapyLleHne CBA3bIBaHUA aHHEKCMHa V, npenoTepa-
WeHne GoOpMIPOBaAHUS KOMMIEKCA TPOMOOMOAYNH/TPOM-
OVIH), TaK 1 aHTUKOArynsiHTHOe fieficTBME (MpefoTBpaLLeHne
arperauuy TpoMOoLUTOB, CTUMYIMPOBAHHOM afieHO3MHAN-
docdaTom), a TakKe MHIMOMPOBAHNE MEXAHV3MOB TOPMOXKE-
HUS TPOMOMHa, GakTopa-Xa 1 TKaHEBOr o aKTMBaTOpa Mas-
MUWHOTr€eHa, C 06LLVM JOMUHPOBAHMEM NMPOKOATYAHTHOrO
a¢dekra [43, 51].

AHTUTeNa aHTMdOCHONUNUAHOTO THMA KaK CaMOCTO-
ATEeNbHO, TaK U B KOMIJIEKCe C Myla3MeHHbIMK Genkamu
(2-Gp1, NpOTPOMOUHOM, aHHEKCUHOM V) CNOCOBHbI MH-
OyumpoBaTb NoBpexKaeHne KneTok. [Tpamoe Bo3gencrene
Ha KNeTKn NpoucxoauT npu GOpMUPOBaHUN KOMIJIeKCca
«aHTUIEH — aHTUTENIO» Ha KNeToUYHou MembpaHe. IMMmyH-
HOe NoBpeXAeHNe KIEeTOK MOXET NPONCXOANTb C yyacTu-
eM KOMMJIEMEHTA, KOrAa KneToyHasa akTuBauma UHULUNPY-
€TCA CUCTeMON KOMMIEMEHTA IGO0 OCYLLECTBAAETCA 3a CUET
[1encTBMA MaKpodaroB 1 eCTeCTBEHHbIX KUIepoB. B cBA3n
C 3TVM BO3[ENCTBME ayTOUMMYHHbIX GAaKTOPOB HOCUT UM-
MYHO3aBUCUMbIN XapakTep [48].

BaxkHo oTmeTnTb, uTo Npu AOC B KPOBU NPOUCXOZNT
yBeNMUYeHne YPOBHA LIUTOKMHOB, CMOCOOCTBYIOLWUX BOC-
nanexHwuto (Hanpumep, UJ1-1, DHO-a), a TakKe ycmnmnaaetca
3KCNpeccrs TKaHeBOro hakTopa 1 Apyrx NpoKoarynsaHToB
MOHOLMTAaMN 1 SHAOTENVANbHbIMU KneTKkamun [43-45]. Ax-
TuTena K pochonunugy kaparonunuHy (akJl), Kotopble Tak-
e BbiaBnAoT npu AQC, MOryT NpMBECTU K akTMBaLUK U NO-
BPEXKAEHWIO SHAOTENMNOLMTOB NYTEM CBA3bIBAHUA KOMMO-
HeHTOB KoMmnnemeHTa C3- 1 C4- Ha nx noBepxHocCTn [49, 51].

BonbwmnHcTBO NopaxeHui npu FOMA nveet cBa3b C pas-
BUTUEM MMMYHOKOMIMJIEKCHOTO BaCKyNNTa, OCNIOKHEHVEM
KOTOPOro ABNATCA TPOM603bl (BeHO3Hble — Y 70 % nauu-
€eHTOB, apTepuanbHble — Y 30 %, BeHO3Hble 1 apTepuanb-
Hble — y 30 %, a TaKe TPOMO03bl MUKPOLIMPKYIATOPHOIO
pycna) [43, 52]. KnuHuuecknmm kputepuamm AOC apnatoTca:
COCyANCTbI TPOMO03 (OAVH UK 6onee KNUHNYECKI 3Nn-
304 apTepuranbHOro, BEHO3HOro TpoMbo3a uiv Tpombo3a
MEJIKMX COCYZIOB B fI000V TKaHU UMV OpraHe, NOATBePKAEH-
HbI JONNEPOBCKMM UV APYTUMIN NCCeOoBaHUAMM), NaTo-
norus 6epemeHHOCTV (MEPTBOPOXKAEHMS, NPEXAEBPEMEH-
Hble popAbl, CMOHTaHHble abopTbl) [43, 50, 53].

Mpu ADOC obnAzaTenbHbIM ABnAeTCA BblsBneHne adJl
B KpoBu. JlTabopaTopHbie kKputeput AQC: BONYaHOUHbI aH-
TukoarynsHT (BAK), ak/Tu aHTnTtena k f2-Gp1 [50, 53]. MNono-



XuTenbHble pe3ynbTaTbl aDJ1 B BbICOKOM TUTPE UMEIOT Bax-
HOE 3HaueHue )18 COOTBETCTBUA KpUTEPUAM TabopaTopHON
[ANarHOCTUKI Y JOJTXKHbl MOBTOPHO NPOBEPATLCA ABa v 60-
nee pa3 C UHTepBasioM He MeHee 12 Hefleslb, 0COBEHHO Y fie-
Tel, yunTbiBas BO3MOXHOCTb TPaH3MUTOPHbIX dopm ADC, ac-
COLMUNPOBAHHbBIX C UHPEKLMAMM 1 BaKUMHaumen [54].

Mpodeccop B.I. CTypoB 1 coaBT. B yuebHO-MeTOAU-
yeckoM nocobun «AHTUGOCOONMNUAHDBIA CUHOPOM: KIn-
HUKO-OMOXUMUYECKME acneKTbl NaToreHesa, AUarHocTu-
K1 1 neveHus» (2024) obpallaloT BHUMaHUE Ha TO, YTo, CO-
rMacHO COBPEMEHHbIM KNuHnyeckmum kputepuam (ACR/
EULAR, Amecian College of Rheumatology/European
Alliance of Associations for Rheumatology, 2023), AOC
yCTaHaB/MBAETCA Ha OCHOBaHUMN 1 1U/Mnn 2 KIMHUYECKUX
nxoTa 6bl 1 nabopatopHoro Kputepusa (aKJl, u/vnn aHtutena
K B2-Gp1, u/vinn nonoxutenbHbiii BAK). Mpryém B HacTo-
Alllee BpemaA AJ1A NOATBEPKAEHMA AMAarHO3a Jaxe He 06a-
3aTeNbHO BbKMAaTb 8—12 Hepenb onsa NOBTOPHOrO Uccne-
poBaHus AQA, eciv TUTP NocneaHNx 6osee guarHoCcTuye-
ckoro pedepeHca (>40 GPU/ml) [43, 55, 56].

MmeloTca orpaHUYeHHbIe fJaHHblE O TOM, YTO MapKepbl
AODC BbiaBnAoTcA npu Bcex BapuaHTax OMA [5]. B ocHoB-
HOM MCCielOBaHNA MPOBOAUNMNCH Y B3POC/IbIX MALMEHTOB
cPA[54,57,58].

T. Avcin n coast. 8 2001 r. ogHUMM U3 NEPBbIX Onpeaensa-
nv aK v aHTTena K 32-Gp1y pgeten c FOUVA. MNonoxuTenb-
HbIiA pe3ynbTaT akJ1 6611 06HapyxeH y 30-53 % nauneHToB
c lOMA, Ho TpomMboTUYecKme ABneHNs, cBsizaHHble c adJl, Ha-
6noganucb pefko. B koropte 13 28 pgeten ¢ OMA aKJ1 oka-
3aN1Cb Hanboree YacTbIM NONOXKUTENbHBIM TecTOM Ha adJ],
YTO MO3BOJIAET NPEAMNONOXKUTb, YTO BbIPAbOTKa ayToaHTUTEN
MOKeT ObITb CrneacTBMeM UHGEKLMOHHOro Tpurrepa y o6-
CNeflOBaHHbIX eTel, Tak KakK, Mo AaHHbIM nuTepaTypbl, ak/l
yallle BCEro BbIABAAIOTCA NOC/IE NEPEHECEHHDBIX BUPYCHbIX
N 6akTepuanbHbIX 3a60/1eBaHNN, N OOBACHAET NPOTPOM-
6oTnveckmin noteHuman adJ1, Habnogaembin npu ONA [6].

Wccneposatenamu u3 Utanum J. Ma u coaBt. B 2018 r.
NpoBeAéH PETPOCNEKTUBHDBIN aHANN3 KITMHUYECKMX U UM-
MyHonormyecknx nameHeHnn npn AOC y 58 geten. Boisas-
neHo 18 cnyyaes nepsuyHbIX ADC, 40 cnyyaes — BTOpUY-
HbIX, NP CUCTEMHOI KpacHO BonyaHKe. Hanbonee yacTtbl-
MU NPOABAEHNAMYN TPOMOO30B Oblfivt TPOMOO3bI FY6OKUX
BE€H HWKHMX KOHeYHocTel. AHTUTena K 2-Gp1 6binm no-
noxuTenbHbiMU B 77 % cnyyaes. bonee nonosumHbl (52 %)
NMauneHToB ObINKN TPUXKAbI MONOXKMTENbHbIMK Ha adJT [44].

3AKNIOYEHUE

MpoBefEHHbIN NTepaTypHbIN 0630p NMoKasbiBaeT,
4YTO MMMYHO-TEMOCTA3NONOrMyYecKnii CTaTyC Npu CUCTEM-
HbIX 3a00n€eBaHNAX CoeaUHUTENbHOWN TKaHW Hanbonee Xo-
powwo nsyyeH npu CKB n PA 'y B3pocnbix naumeHToB. [Tpose-
[€eHbl MHOTOUMCIIeHHble ccnenoBaHus npu PA'y B3pocnbix,
NPV MOMOLLM KOTOPbIX MOyYeHa AOMONHUTENbHAA UHOOP-
MaLua O naToreHese MMMYHOKOMIIEKCHBIX 1 TPOMOOTUYe-
CKMX OCNTOXKHEHWI, NX MPOrHOCTUYECKOM 1 AMarHoCTMYe-
CKOM 3HauyeHunu. iccnegoBaHmMA Nokasanu, YTo BocnaneHue
CYCTaBHbIX TKaHel COMPOBOXAAETCA yBENMYEHEeM NPOAYyK-

LN LNTOKMHOB, KOTOPbIE aKTUBMPYHOT SHAOTENMN, Bbi3blBa-
0T SKCMPEeCCIo TKAHEBOTO GaKToPa, MHIMOUpPoBaHe Grdpu-
Honwu3a, npotenHa C n gp., YTO MHAYLMPYET MPOTPOMOOTU-
Yyeckoe COCTosiHMe 1 TPOMOO03bl. MccnenoBaHmA reMocTasa,
B TOM UMC/le C NCMOMNb30BaHNEM TecTa TPOMOOANHAMMKMY,
y B3pocsibix ¢ PA nokasanu Hannumne XpoHMYeCKoro runep-
KoarynaunoHHOro coctosaHus. Takum obpasom, PA siBnsetca
baKTOpOM pUCKa TPOMOOTUYECKMX OCTTIOMKHEHUI Y B3POCIIbIX.

Hapsagy ¢ xpoHuueckon runepkoarynauuei npotTpomoo-
TUYecKoe cocTosAHMe Npu PA MoXeT ycyryonatbcs Apyrumm
dakTopamm. Ocoboe mecto cpeam Hmx 3aHuUmaeT ADC. U3-
BECTHO, UTO pa3BUTME MMMyHoonocpeaoBaHHoro AQC npo-
NCXOAMUT NPY Pas3fiMyHOM ayTOMMMYHHOW NaToNornm, B TOM
yncne Npu CUCTEMHbIX 3aboneBaHUAX CoOeNHUTENBHOM
TKaHu (CKB, PA 1 gp.). imetoTca faHHble O TOM, YTO MMY-
HoonocpenoBaHHbIN ADC BbisiBnAeTca npu PA 'y B3pocsibiXx.

OTeuecTBEHHbIMY 1 3apYOEXHBIMU KOMeraMmm Takxke
NPOBOAATCA UCCNEfO0BAHNA UMMYHHOrO cTaTyca 1 CuUCTe-
Mbl remocTasa y getei ¢ lOVA. I3ameHeHMA LMTOKMHOBOTO
npoduna npu tONA y feTteln C BbICOKOIN 11 yMEpPEHHOW CTe-
MeHblo aKTUBHOCTY BOCMANUTENbHOrO NpoLecca npakTuye-
CKM aHanornmyHbl TaKOBOMY Y B3pOCsbIX. [1o MHOroumcnex-
HbIM AaHHbIM, U3MeHeHnA remocTtasa npu IOVA BcTpeva-
l0TCA Yallle, YeM ANarHOCTUPYIOTCA, TaK Kak 3aBUCAT OT akK-
TUBHOCTU IMMYHOBOCHA/IMTENBHOMO NpoLecca, Hanbonee
BblpaKeHbl MPY BbICOKOWN aKTUBHOCTM, MEHee — Npu cpes-
Hel N HepefKo MMEKT ManoCMMNTOMHOe TeyeHue. V3me-
HeHuA remocTasa npu IOVIA xapakTepusyTca ycuneHmem
WHAYLMPOBAHHOWM arperauuy TpOMOOLMTOB, yBENNYEHN-
em ypoBHsa ¢ubpuHoreHa, ykopoueHrem AMNTB, ysennue-
Huem OB, CHUXeHMeM aHTUTpPoMOUHa Ill, TpombrUHemMueN,
yBenmnyeHmem D-grumepa, 4To yKasblBaeT Ha MOBbILLEHHbIN
pUCK TpOMO6006pa3zoBaHuA. K coxaneHuto, B JOCTYNHOW Ha-
YYHOW NnTepaType OTCYTCTBYIOT CBEAEHNA O NPOBEAEHNN
y peten ¢ OMA nccnepoBaHui remocTasa C NPUMEHeHU-
eM TecTa TPOMOOAMHaMUKK, KOTOPbIN cnocobeH obHapy-
XNUTb NPeaTPOMOOTHYECKOe COCTOAHME. BaXXHO 0TMeTuUTb,
YTO HEKOTOpPble BOMPOChI reMOCTa3nOoNorMyecknx HapyLue-
HWU'Y STUX NALMEHTOB OCTAKTCA HE 1O KOHLIA N3YUYEHHbIMMU.
NccnepoBaHua ummyHoonocpenosaHHoro AOC npu OMA
y feTel efVHNYHbI, B TOM YNCJIe UCCNe0BaHUA, Kacatowwm-
ecA ero B3anMOCBA3UN C UMMYHO-TeMOCTa3noNorMyeckumm
napameTpamu, XOTA BaXXHOCTb U3yYeHNsA JaHHOro BOMpPO-
Ca He BbI3bIBaeT COMHeHuA. MimetTca orpaHnyYeHHble AaH-
Hble 0 TOM, 4To MapKepbl ADC BbIABNAIOTCA NPU BCEX Ba-
pranTax tOUA.

Heobxoaumbl ganbHenwmne ncciefoBaHna no msyye-
HMIO IMMYHO-TeMOCTa3MoNnornyeckoro cratyca npu tOUA,
BK/IOYaA NaLMeHTOB C MMMyHoonocpeaoBaHHbIM ADC, Ko-
TOpble MOryT 6bITb HEOH6XOAUMBI AR TPODUNAKTUKMN TPOM-
6OreHHOro purcka.

OuHaHcMpoBaHue
ABTOpbI laHHON CTaTby 3asBUAN 06 OTCYTCTBUUN K-
HaHCOBOW NoaAep»KK1 Npy NOAroToBKe AaHHOW PYKOMUCHK.

KoHpnuKT nutepecos
ABTOpPbI JaHHOW CTaTbU 3asABUAN 00 OTCYTCTBMM KOH-
bNMKTa MHTEpPECOoB.
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Bce aBTOpbI B paBHOW CTeneHn BHEC BKNaj B pa3pa-
60TKY KOHLIENLMI CTaTbU 1 B HanrcaHre pykonucu. OKoHua-
TeslbHas Bepcusa pykonucu 6bia ofobpeHa Bcemu aBTopamu.
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