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Xponnueckuit AnMQOIUTapHBIL Aeiiko3 (XA1) —
OHKOTeMaToAorn4yeckoe 3ab0AeBaHle, BOZHUKaIOIee
BCAeACTBMe MyTanuii B reHoMe B-anMdonuros. VM-
MYHHBIe OCA0>KHeHsI — Har0o.1ee 4acTo BCTpevaloIy-
ecs ocaoxxHeHMs1 X/1/1. K 0OCHOBHBIM ayTOMMMYHHBIM
OCAOKHEHMAM OTHOCATCSI — ayTOMMMYHHasI TeMOAM-
Tnueckas aHemust (AVI'A), uMMyHHast TpoMOOLIUTO-
ntennst (VITIT). AUTA passusaetcs y 10-25% 604bpHBIX
XA/. B ocHOBe maToreHe3a AeXXUT oOpasoBaHMe ay-
TOAHTNTEA, B3aIMOAEICTBYIOIIX C 9PUTPOLIUTaMMU 1
MHAYIUPYIOIIMX VX AM3MC Yepe3 aKTUBALIIO CUCTEMBI
KOMILAeMeHTa. /l1arHos ycraHaBAMBaeTCs Ha OCHOBa-
HIM IIPU3HAKOB IeMO0AM3a U BBIABASHIS B KPOBY aHTM-
DPUTPOLIUTAPHBIX ayTOAHTUTEA C IIOMOIIIBIO IPSIMOI
npo6s1 Kym0Oca. /leyenne mpoBoAUTCST BLICOKMMMU 40-
3MPOBKaMU IAI0KOKOPTUKOCTepon 0B, aHTu-CD20-mo-
HOK/AOHa/AbHBIMM aHTUTeAaMU, IinTocTtatukamu. VITII
BcTpedaercsa pexe, ueM AVI'A — B 2-3% cayuaes, HO
Mo>KeT ObITh ortacHer, yem AV A n3-3a yacTo BO3HIKa-
IOIIMX JKM3HEHHO OITaCHBIX KPOBOTeUeHI I 1AV KPOBO-
V3AVSHII B TOAOBHOV MO3T, CTAHOBSIIIVIXCS IIPUYMHOM
cMepTy 604bHBIX. B 1/3 cayuaes BcTpeuaeTcs codeTaHe
AVT'A n NTTI. IToxazaHneM K MHUIIMALIMY Tepannn
cunrtaeTcs yposeHb TpomboumTos Hipke 30x10%9/a
MAM BBICOKMI PUCK KM3HEYTPOXKaIOIIMX KPOBOTede-
HUIL. /leyeHne a”HaaormaHO AedeHuio mpu AUTA. K
Doaee peAKO BCTpeYalOIIIMCs OCAOKHEHIAM OTHOCSIT
NapaHeoIalacTIecKylo My3bIpyaTKy — ayTOMMMYH-
HBIIl AepMaTo3, BCTpeYaloNiuiicss Ha oHe TeueHIs

HeoIl1acTHYecKoro mporiecca. IlaTorenes myssipuar-
K OIIOCpeAOBaH ayTOaHTUTeAaMM, HallpaBAeHHBIMI
B OCHOBHOM IIPOTUB ABYX O€AKOB aAre3um AeCMOCOM —
AecMoraenHos 1 1 3, KOTOpBle MPHUCYTCTBYIOT B KOXKe I
Ha IIOBEpXHOCTH CAUBNCTHIX 000104eK. B kanHmaeckoit
KapTHUHe IIpeBaArpyIOT pa3ANdHble KOJKHbIE BBICHIIIa-
HIS (9pUTeMa, BE3UKYADI, OyAAbl, TAIIyAbl, OASIIKI)
U ITOpa>keHMsI CAU3UCTHIX 000104UeK (CTOMATHUT, KOHD-
IOHKTVBHUT, 930(arnT), Hauboaee peAKO BCTpedaeTcst
TaKoe XI3HEeYTpo>Kalolliee IIposBAeHNe, KaK 00AnTe-
pupyomuii GpoHXNOAUT. /JMarHocTiKa OCHOBaHa Ha
BBLIBAEHNN crielnpUIecKIX M3MeHeHUI 110 AaHHBIM
TUCTOAOTIECKOTO VcCAeA0BaHM 1 OMOIICUITHOTO MaTe-
pMaaa Ko>Xu (aKaHTOAM3 B BIINAepMIICce ¢ 0Opa3oBaHN-
eM cynpaba3aabHBIX ITleAeli, BaKyOoAbHasI AUCTPOPus
KAeTOK 0a3aAbHOTO CA031, PK30LIMTO3 KAeTOK BOCITIaAN-
TeAbHOTo MHQUABTpaTA), IPSAMOI peaKIuy UMMYHO-
daroopecrieHY OMOIICUITHOTO MaTepraaa KOXI (OT-
2A0>eHre UMMYHOra00yanHos G u/man C3 KoMITOHEeH-
Ta KOMILA€MeHTa Ha IIOBepXHOCTY KePaTUHOLIUTOB VAU
BA0Ab Oa3aAbHON MeMOpaHBI), UMMYHO(]EpPMeHTHOTO
aHaAM3a CBIBOPOTKM KPOBH (OIIpejeleHue OUPKy AUpPY-
IOITX MIMMYHOT 100y AuH G-aHTHTeA K AeCMOTAeNHy-1
U AecMoraenHy-3). /ledeHne aHaA0TMYHO A€UEHMIO ITPH
AUTA, UTIT.

/laHHas TeMa aKTyaAbHa He TOABKO A4Sl TaKMX Y3KIX
CITEIaANCTOB, KaK TeMaTOAO0TOB I A€PMaT0.A0T0B, HO I
AZs TepalleBTOB, K KOTOPBIM Ha IIpMeM MOTYT IpUIATU
THaIVIeHTHI € OOABIIIVIM CIIEKTPOM HecTIeIpUIeCKIX JKa-
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Puc. 1. Byaaestvie gvicoinanus
Fig. 1. Bullous rashes

200, KOTOpbIe B KOHIIe KOHIIOB MOTYT OKa3aThCsl MMEHHO
ayTOMMMYHHBIM >KM3HEYTPO>KAIOIINM IIPOLIECCOM.
Kannmdecknii caydar ns mpakTvku: Ilamenr,
51 roa, c 2018 r. peryasipHO Ha0AI0AAACs Y TeMaTOA0Ta
1o ooy X/1/1, B AedeHnn He Hy>XAaaAcs. B pespaae
2025 r. oTMeTHNA pe3Koe yBeandeHue AnMPaTIIecKxX
Y340B IIIeN ¢ 00eMX CTOPOH, 3aTPYAHSIIOIIee aKThI AbI-
XaHMA U TAOTaHU:A, a TakKXKe OTMeTIA HapacTaloliue
CUMIITOMBI OIyXOA€BOJ MHTOKcUKauuu. I1o gaHHBIM
IIPOBEAEHHOTO KOHTPOABHOTO 00CA1e A0BaHIL YCTaHOB-
ZeHa rporpeccusi 3a00.1eBaHIL, HeOOXOANMOCTD B IHN-
nManuy crennduIeckoi IpoTUBOOITYX0.1€eBOIl Tepa-
. BeinoHeH nepBblii Kypc MMMYHOXMMMOTEparn
II0 IIPOTOK0AY OeHAaMYCTHH + pUTYKCUMaO, KOTOPBIit
MaIMeHT IlepeHec y40BAeTBOpuTeabHO. Uepes 10 gHelt
I10C/€ BBIITMCKY MallieHT OTMEeTHUA MOsIBAeHe DPO3Uii
Ha KpacHOJ1 KariMe Iy0, I THVCTBIE BBICHITIAHN A, KOPKI
Ha KO>Ke BCero TeAa, OTEK Koxx1 Bek. K 2edarmemy spauy
II0 AaHHOMY I1I0BOJY He oOparjaacsa. CaMOCTOSITEABHO
obpaTnacs K 4epMaToA0Ty, BBICTaBAeH AMArHO3: My-
KO3UT CAUBUCTON Iy0, I10A0CTH pTa, r10TKN. KosxHas
TOKCHMYHOCTh. PekoMeHA0BaHa MeCTHas1 Tepalus rop-
MOHAa/ABHBIMU Ma3siMy, GpyKopryHoM. B mapte 2025 1.
MaljMeHT MOCTyHaeT AAs IIpOoBeAeHNsI BTOPOTO Kypca
UMMyHOXUMMoTepanum. IlapasseabHo ¢ 3TUM oTMe-
JaeT yXyAIIeHI e CaMOYyBCTBIsI, OTCYyTCTBIE D eKTa
OT Ha3HaueHHON JepMaToAorom Tepanuu. IIpokon-
CyABTUPOBAH IITaTHBIMI JepPMaTOA0TaMU 1 OPTaib-
MoJoramu: o0a CIIeIMaAnCcTa COIIANCh BO MHEHUMU,
9YTO MMeeT MeCTO OBITh AeKapCTBeHHO-MHAYIIMPOBaH-
Has peaknys. K Teparnmu 400aBAeHBI CHICTEMHBIE TAI0-
KOKOPTHMKOCTEPOMABI, MECTHBIE aHTMOaKTepuaabHbIe

Puc. 2. Dpumemamostivie vicoinarusl
Fig. 2. Erythematous rashes

Iperaparsl. B ¢Bs3M C pa3BMBIIEIICS TOKCHMIHOCTBIO
IPUHATO pelleHne OTAOXUTh IPOAOAKEHNe Tepa-
mmm 40 crabmansanum cocrossHus. Ha ¢pone mposo-
AVIMOTO J€4eHNs] HaDAKAAeTCsl CAabOI0AO0XKUTEAb-
Has AHaMIKa. Bo BpeMs1 mpeObIBaHIA 40Ma B arrpe-
e 2025 1. manueHT OTMeTUA II0sABAeHMe Be3MKyA Ha
IepeAHell ITOBEPXHOCTU I'PYAHOI KATKU U KMBOTA.
Cpasy obOpaTuacsa 3a HOMOLILIO K AedallleMy Bpady.
HesameaaMTeABHO TOCIMTAAM3UPOBAaH B KAMHUKY
KO>KHBIX I BeHepITIeCcKIX DOAe3Hell ¢ mpejBapuTelb-
HBIM AMIaTHO30M: ITapaHeOoIl1acTIdecKas ITy3pIpJaTKa’?
ITo pesyabpraTtaM poseA€HHOTO 0OCAeA0BAHIL OBLAN
BBIABAEHBI: TIOBBIIIEHHBIN TUTP aHTUTEA K AeCMOTI/e-
MHY-3, TUCTOAOTMYECKNE VI3MEHEHN B OMOIICUITHOM
Marepraje KOXM, COOTBETCTBYIOIINeE IIapaHeoIlla-
CTMYECKON ITy3bIpYaTKe, OTAOXKEHMsI MMMYHOIA00Y-
ArHOB G Ha OGMOIICUITHOM MaTtepuae KOXKI MeTOA0M
HpsAMOM  peakumu uMMyHopaoopectueHuyn. Ilo
pesyAbTaTaM MEeXAUCIUIIANHAPHOTO KOHCUANYMaA C
y4JacTieM AepMaToA0roB, He(ppO10TOB MHUIIMMPOBaHa
Tepamnmus CUCTEMHBIMI TAI0KOKOPTUKOCTEpONAaMU B
A03UpPOBKe 1,5 MI/KI/CyTKI, IPOBOAUANCE IIPOLIe Ay PBI
r1a3Madpepesa, IpoOJ0AKeHa Teparysl OCHOBHOTO 3a-
001eBaHN UIMMYHOXMMIOTepaImeil B IIpe>kKHeM 00b-
eme. ZloOCTUTHYT yMePeHHO IT0A0KUTeABHBIN BPPEKT B
BIIA€ pa3peleHNs KOXKHBIX BEICHIITAaHNI, YMEHBIIIEHILT
BBIPa’KeHHOCTY ITOPa>keHNsI CAMBUCTBIX 000104YeK Po-
TOBOI1 M0A0CTH, TAa3. [1o pesyapraTaM BBIIIOAHEHHBIX
JeThIpexX KYPCOB MMMYHOXUMMOTEpPAINM AOCTUTHYT
CTOMKMII IIOA0XKUTEABHEIN DPPEKT.

Taxum obpasom, TepameBTaMm, Kak BpadaM IIep-
BIYHOIO 3BeHa, CeAyeT IIOMHUTH, UTO cAeAyeT 00s13a-
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