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CKB

CucrtemHas KpacCHad BOJ1YaHKa Yy nerten

CuctemHas KpacHas Bon4yaHka, CKB, — XpoHUYeCcKoe MyNIbTUCUCTEMHOE ay TOUMMYHHOE
3aboneBaHue. B naTtoreHese nrpatoT posib UHTEPHEPOH 1 TUMa 1 ayToaHTUTENa K
HYK/TIEMHOBbBIM KMUCIOTaM 1 6enkam, CBA3bIBAKOLLNUM HYKTENHOBbIE KUCIOThI. 3aboneBaHne
MOXKET MopaxkaTb KOO0 opraH, XapakKTepHbl NaTOOMMA KOXW, CYCTaBOB, MOYek,
CcepAeyHo-CoCyauCcTON 1 LLleHTpanbHoW HepBHOW cuctemsl [1,2]. Y neten CKB npoTekaeT
TSXernee, YeM y B3pocnbix [3,4].

FeHeTUUYecKas NPeapPacnosiodXeHHOCTb U ayTOMMMYHUTET

330 reHeTUYECKUX JIOKYCOB pucka pa3sutusa CKB 3aTparvneaioT GyHKLNO
B-kneTok/nnasMaTnuyeckux KneTok, T-KNeToK, AeHAPUTHbIX KNeTOK, MOHOLMTOB/MaKpoharos,
€CTEeCTBEHHbIX KUNEPOB, HENTPODUIOB 1 SHAOTENMANbHbIX KNeTok [5].

reHeTuYeckume dakTopbl CKB BNMAOT:

e Ha perynaumo aganTUBHOMO U BPOXAEHHOrO UMMYHHOIO OTBETa, BK/0Yas akTUBaLWIO U
ANOOepeHLMPOBKY MMMYHHbIX KNETOK;
NPOAYKLMIO 1 OTBET Ha LLUTOKMHbI, BK/OYas MHTepdepoH | Tuna;
e pacro3HaBaHue 1 yaaneHne UMMYHHbIX KOMMAIEKCOB M anonTOTUYECKUX YacTuL;
* UIMMYHHbI/ OTBET Ha UHPEKLMN, BKIOYAs BUpYC dnwTeltHa-bapp n cumournoTndyeckune
MWUKPOOPraHnU3Mbl;
e anonTos [5].

30 reHoB, o6ycnasnusaroLLLUX MOHOreHHyto CKB. 3Tu reHbl B OCHOBHOM CBSi3aHbl C
0ednLNTOM KOMIMOHEHTOB KOMIM/IEMEHTA, akTuBaumen nytm nutepdepoHa | tmna,
HapyLleHneM ToNlepaHTHOCTU B- 1 T-kneTok, a Takxke MeTabonuyeckux nyten n RAS-MAPK
nyTn. Cpean atux reHos: ACP5, ADAR, BACH2, BLK, C8, CD3G, COPA, DDX58, DNASE1L3,
DNASE1L3, DNASE2, IFIH1, IKZF1, IKZF2, NLRC4, PLD4, PTPN2, SAT1, SHOC2, TLR7,
UNC93BT1 [6,7].

AyTOMMMYHUTET U ayTOBOCNaNeHne

dyHAaMeHTanbHbIN BKAa4 B pa3BuTune 3aboneBaHns BHOCAT MHTepdepoH | Tuna (MOH-I1) n
ayTOaHTUTENa, HaleNeHHble Ha HYK/TeMHOBbIE KUCNOThI U 6enku, CBS3blBatoLL e HYKIEUHOBbIE
Kncnotbl [2].
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Cneuuduyeckune aytoaHtutena

AyToaHTUTENO OnucaHue

AHTUHYKNeapHbIA pakTop AyTOoaHTMTeNa NPOTHNB PaCTBOPUMbIX KOMMOHEHTOB KNETOYHOIO

(AH®D) anpa pUB6oOHYKNEOoNpPOTEMHOB, COCTaBAAIOT Lienoe CEMeNCTBO
AHTUHYKNeapHbIX (aHTUALepHbIX) aHTuTen (AHA). OTMevatoTca y
93-98% 60/bHbIX, HO BbIBaeT NONOXKUTENBbHLIM NPU OPYTrUX
PEBMaTUYECKNX N HEPEBMATUYECKNX 3a60NEBAHMAX.

AHTUTEna K gBycnupasnbHoi CneuundunyHbl, BbisenaroTca y 40-70% 605bHbIX. VIX ypOBEHb
OHK 06bIYHO KOppEenNupyeT ¢ akTUBHOCTLHO BONYaHOYHOro HebpuTa 1
Hannynem HemporncuxnMyYecKUx paccTPOMNCTB.

AHTUTENa K rMCTOHaM Bonee xapakTepHbl A5 NeKapCTBEHHOIO BOIYaHOYHOMOA40H6HOr O
CUHOPOMa, HO BbIABAAIOTCA TakXXe Yy 6ONbHbIX BONYAaHOUYHbIM
HebpuTOM.

AHTUTeNna K HyKieocoMmam O6HapyxusatoT y 60-90% 60/1bHbIX BOTYaHOYHLIM HEGPUTOM U Y

60nbLWNHCTBA 60NbHbIX JIeKapCTBEHHOW BOJTYaHKOMN.

AHTUTENa K Sm-aHTUreHy BbigsnaoT y 10-30% naumeHToB, BbICOKO crneumnduyHbl ana CKB,
HO MOFYT BbIABNATLCA Y 6O/bHbBIX C APYTMMU CUCTEMHbLIMU
3abo0neBaHUAMM COEQUHUTENbHON TKaHW U Y NaLUEeHTOB C
AnwTenHa-bapp BUpYCHON HbeKLMEN.

AHTUTena K SSA/Ro-aHTUreHy BbissnaoT y 22-50% 6onbHbix CKB, accounnpoBaHbl €
dboToceHcnbUnMsaLnen n reMaTonorMyecKMMm HapyLeHNAMU.

AHTUTena Kk SSB/La-aHTUreHy He cneundunyHbl gna CKB, ykasbiBatOT Ha HU3KYH BEPOATHOCTb
pasBUTUA BONYaAHOYHOIo HedpuTa, BbIABAAKOTCA Y TPETU
nauueHTOB C MOLOCTPON KOXHOW BOJIYaHKOMN.

AHTUTena Kk SSA/Ro-u MpeanKTOopbl HEOHATaNbHON BOAYAHKW U BPOXAEHHOW NOMHOWN

SSB/La-aHTuUreHam nonepeyvHon 6nokaabl cepaua, XxapakTepHbl 48 CUHOpPOMA
LlerpeHa, Tak>xe o6Hapy>XMBatOT NPU CUCTEMHON
cKnepoaepmMummn, oepmMaTo/nonMMmosnTe.

Hecneuuduueckue npossneHus: Kak He nponyctutb CKB nog mackown gpyroro
COCTOSIHUSA

O6Lwme NnposBNeHUs Koxxa
nnxopagka, yToMASeMoCTb, 60/1b, $GOTOYYBCTBUTENBHOCTD,
noteps Beca [2]. apuTEMATO3HAA CUMMETPUYHASA

CbiMb Ha Nnua («6aboyka),
ONCKOWAHas CbiNb, KanuaniapuT,
remMopparmyeckme BbICbiMaHus,
ceTyaToe MBeO, anoneuus,
deHoMeH PelHo, gurntanbHble A3Bbl,
nypnypa, KpanmeHuL,bl, 6ynnésHble
BbICbINaHus, anoneyus [2].
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CnusucTtbie 060/104YKN

SHaHTeMa TBEpPAOro Héba, adTO3HbIN
CTOMATUT, XENInT.

Moukun

HebpUT (remaTypus, NPOTENHYPUS,
HeGPOTUYECKNN CUHLAPOM, OCTpOE
NoBpeXAeHNe NoYeK), XpoHnYecKas
6onesHb noyek [2].

MbilleyHasa TKaHb

MUanrnn n NONMMMNO3NUT, Yalle
NPOKCUMarbHbIX MbILLL, KOHEYHOCTEN

[2].

ObixaTenbHas cuctema

NMHEBMOHUT, XPOHUYECKOE
MHTEPCTULMaNbHOE NopaXxeHune
NErknx, KpamHe pefKo — oCTpbIi
pecnupaTopHbIN AUCTPECC-CUHAPOM
Ha GOHe NEroYHbIX (anbBEONAPHbIX)
remMopparum, NéroyHasa rmnepTeHsuns,
TPOM603 COCYA0B M UHGAPKT NErKmX

[2].

XXenyaouyHo-KULLEYHbIN TPaKT U
renatobunmapHasa cuctema
3300aruT, racTpuT, LYOAEHUT,
3p03UW U A3BbI, FENaTOMeranms,
renaTut, NaHkpeaTut [2].
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CycTaBbl
apTpanruu, apTpuT [2].

KocTHas cuctema

acenTUyecKnin HeKpos anndunsa
rofI0BKM 6efpeHHon KocTu [2].

Cepo3Hbie 060/104KHN
NnNeBpuT, NnepukapgnT, NepPUTOHNT

[2].

Ceppue

nepukapauT, MUOKapAMUT,
9HA0KaPAMUT, KOPOHAPUT, aHEBPU3MbI
KOPOHapHbIX apTepuii [2].

HepBHo-ncuxmnyeckas
DEeATeNbHOCTb

OCTpPbIV MCUXO03,
wnsodpeHonogobHbIe
paccTponcTBa, adPeKTUBHbIE
CUHAPOMBI, ABUraTeNbHOE
6eCnoKONCTBO, HapyLLUEHWS CHa,
OpraHnyecKnin Mo3rosov CUHOPOM

[2].
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HepBHas cuctema 3peHue

ronoBHas 60/b, CYyL0POXHbIN 3NUCKNEPUT, UPULOLMKANT, HEBPUT
CVYHAPOM, XOpes, TPaH3UTOPHbIE 3pUTENBHOrO HEPBA,

HapyLUEHNs MO3roBOro peTMHOBACKyNnNT, NponudepaTnBHas
KPOBOOOPALLEHNS, NLLEMUYECKUIA peTUHONaTnA, HapyLIEHWA 3pEHUs
WMHCYNbT, MONepeYHbIi MUENNT, [2].

nopaxeHne YyepernHo-Mo3roBbIX
HEepBOB, NoMHeNnponaTus,
nonvpaankynoHenponatmsa [2].

HapyLieHusa co CTOpPOHbI KI1IeTOK AHTUdOoCHONUNUAHDbIN CUHAPOM

KpoBHU [21.
reMoIMTNYecKasa aHemums,

NenKoneHnsi, TPOMBOLIUTOMNEHNS.

PUCKN OTCPOYUYEHHOI ANarHOCTUKHN

OTcpoyeHHan gmarHoctuka getckon CKB npuBoguT K 60s1ee BbICOKOW aKTUBHOCTW 3ab601eBaHus,
MHO>XEeCTBEHHOMY MOpPa)xeHn OpraHos, NOBbILLEHHOMY PUCKY rocnuTanmnsamm, ncnxocoumasnbHbIM
OCJTOXHEHUSAM, BIUAIOLWLNM Ha CaMOOLLEHKY, 0bpasoBaHue, TPYLOYCTPONCTBO, NCUXNYECKOEe
3goposbe [8].

[AvarHocTuKa: Ha UTO HanpaBuTb Npu Nofo3peHun Ha CKB

BxogHon kputepuin gona gnarHocTukn CKB — nosnMTUBHOCTb Ha aHTUHYKNeapHble aHTuTena, AHA

[9].

AyTOMMMYHHass KOMOPOGUAHOCTb: KaKue eL,é COCTOAHUA MOryT 6biTb y filetenn ¢ CKB

C CKB accouumpoBaHbl gpyrue ayTouMMYyHHble COCTOAHUA:

* aYTOMMMYHHbIA TUPEOUANT,

e cuHppom LerpeHa,

* QYyTOMMMYHHbI renaTuT,

o LienaKkus,

e caxapHbin gnabet 1 Tmna [10,11].

OpHoBpeMeHHO ¢ CKB MOXeT TakXXe BO3HUKaTb aHTUGOCHONNNUGHBIA CUHAPOM, MAUO3NUT,
cknepogepMusa n nHTepdepoHonatum [12].
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