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[0CYaAPCTBEHHbIIN HAYYHbIIl LEHTP A8PMaTOBEHEPONOrAM 1 kocMeTonorin, Mocksa, Poccus

lMy3bipyaTka — 3TO rpynna ayTOMMMYHHbIX 6YNne3HbIX 4epMaTo30B, MOPaXKaroLLmnX KOXY U/Mnu
CNN3ucTble 060M104KKU, C NOTEHUMANbHbBIM NleTanbHbIM UcXoooM. Hanbonee 4acTtom KNMHNYECKOM
dhopMon aBNAeTCH ByNbrapHas nysbipyaTka, KoTopas xapakTepusyeTcs LMpKyMpyoLwmnMm

B KPOBM U (hKcnpoBaHHbiMK B anugepmunce IgG, HanpasneHHbIMK NpoTnB gecmornenHa-3 (Dsg3)

npw NOpaxxeHnn cnnancTbix o6onoyek n gecmornenHa-1 (Dsg1) npu nopaxeHuun koxu. BHekneto4dHas
yacTtb Dsg3 coctout na natm gomeHoB (EC1-ECS5), koTopblie o6ecneynBaloT Kpenkyro agre3uio
npunerawLwmx apyr K gpyry Mosiekyn cocefHux knetok. Onuncana saxHas ponb Dsg3 1 ero otaenbHbIx
BHEKJETOYHbIX AOMEHOB, npexpe Bcero EC1 1 EC2, B uHnynaumm ayToMMMYHHOIO npouecca

1 popMMpoBaHUM KNMHUYeCcKoro doeHoTuna 3abonesaHns. BapnabensHOCTb NATOreHHOCTU aHTUTenN

B 3aBMCMMOCTU OT UX OMEHHOW CNeunduU4yHOCTU MOXET BbITb UCMOMb30BaHa B KA4eCTBe Mapkepa
OLIEHKM MporHosa 3aborneBaHuns, a TakxKe OTKpbIBAaeT HOBbIE BOSMOXHOCTW ANs pa3paboTKu TapreTHbIX
TepaneBTUYECKUX CcTpaTerum.

KntoyeBble cnoea: ByNbrapHasi ny3bipyaTtka; gecmorneuH-3; pomen; IgG

KOHMNUKT MHTEPECOB: aBTOpbI AeKNapupytoT OTCYTCTBME SBHbIX U MOTEHLMANbHbIX KOH(DIIMKTOB MHTEPECOB,
CBfi3aHHbIX C Ny6nunkaumen HacTosiLLen ctaTbu.

NCTOYHUK (hUHAHCUPOBAHMWS: pykonuCh NOArOTOBEHA U ONY6NIMKOBaHa 3a CHeT (PMHAHCUPOBAHUS MO MECTY
paboThbl aBTOPOB.
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Role of desmoglein-3 protein domains in the pathogenesis
of pemphigus

© Arfenya E. Karamova*, Lyudmila F. Znamenskaya, Ekaterina V. Girko, Vadim V. Chikin, Ekaterina S. Kuklina

State Research Center of Dermatovenereology and Cosmetology, Moscow, Russia

Pemphigus is a group of autoimmune bullous dermatoses that affect the skin and/or mucous membranes,
potentially fatal outcome. The most common clinical form is pemphigus vulgaris (PV) which is
characterized by IgG circulating in the blood and fixed in the epidermis directed against desmoglein-3
(Dsg3) in mucosal lesions and against desmoglein-1 (Dsg1) in skin lesions. The extracellular part of
Dsg3 consists of five domains (EC1-EC5) which ensure strong adhesion between adjacent molecules

of neighboring cells. The important role of Dsg3 and its individual extracellular domains, primarily EC1
and EC2, in initiating the autoimmune process and generating the clinical phenotype of the disease is
described. Variability of antibody pathogenicity depending on its domain specificity may be used as a
marker for assessing the prognosis of the disease, and it also opens up new opportunities for developing
targeted therapeutic strategies.
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M Beepenue

My3blpyaTka (Memduryc) — rpynna ayToMMMYHHbIX
6ynnes3HbIX 3a601eBaHNiA, MOPaXXarLMX KOXY U/Mnu cnu-
3ucTole obonoykn [1]. 3abonesaemMocTb MNy3blpHaTKOM
B cTpaHax EBponbl n CeBepHo AMepuku cocTaBnsieT
B cpegHem oT 0,1 0o 0,2 cnyyas Ha 100 Tbic. HaceneHus [2].
B Poccuiickon ®epepaunn, cornacHo paHHbIM depe-
panbHOro ctatucTuyeckoro HaénwogeHus, B 2014 r. 3a6o-
nesaemocTb My3blpyaTkon coctasuna 1,9 cnyyas Ha 100
ThIC. B3POCIIOro HaceneHus (B Bo3pacTe 18 net u ctapLue),
a pacnpocTtpaHeHHocTb — 4,8 cny4das Ha 100 ThiC. B3pocC-
noro Hacenexus [3]. MaTodunanonorua nysbipyaTkn B Ha-
cTosillee Bpemsl paccmaTpuBaeTcs Kak npouecc obpa-
30BaHMWs NaToreHHbIX aytoaHTuTen (06bi4HO Knacca IgG,
pexe IgA), HanpaBneHHbIX NPOTMB pPa3nu4YHbIX GEnKoB
[eCMOCOM KepaTUHOLUMUTOB — AECMOrfIenHoB, [eCMOKOJI-
NVHOB, NNaknHoB. CoefMHeHWe ayTOaHTUTEN C KOMMOHEH-
TaMu eCMOCOM HapyLUaeT BHYTpUanuaepmarbHyto afre-
3110, NMPUBOAMUT K aKaHToNn3y n o6pasoBaHunio nysbipen
Ha KOXe W/Mnn Cnmn3ncTbix 0605104Kax, NpUYem TAXeCTb
3aborneBaHns TeCHO KOppenupyeT ¢ YPOBHEM ayTOaHTU-
Ten B CbIBOPOTKE KPoBU [4].

3HMAEMMOIIOFMSI N KNIMHKU4YecKana KapTuHa

Haunbonee 4acTtas KnuHu4eckas dopma — BYfib-
rapHasa nysbip4aTtka (BI1), ee pacnpocTpaHeHHOCTb Co-
ctaenset ot 0,38 (B bonrapuun) go 30,0 cnyyas (B VipaHe)
Ha 100 Tbic. YenoBek. Halle Bcero 3aboneBaHne Ha4nHa-
eTcs B Bo3pacTe oT 36,5 0o 71,0 roga, a koapuumneHT co-
OTHOLLIEHUS XEHLLMH U MY>X4nH cocTaBnseT oT 0,46 0o 4,4
[5]. PasBuTtune Bl 06ycnosneHo MHOXeCTBOM (DaKTOpPOB,
OflHUM U3 KOTOpPbIX fIBMAETCH reHeTuyeckas npeppac-
NonoXeHHocTb. B nutepaType onucaHo Hanu4ve CBA3N
mexay annenamu reqa HLA Il (DR4 n DR14) n passutuem
3abonesaHus [6]. U3BecTHO, 4TO 6osbLue YeM y 95% na-
umeHToB ¢ Bl BbisBNSE€TCA OOMH N3 CrieayoLLmxX annenen:
DRB1*0402 unv1 DQB1*0503 [6, 7].

3aboneBaHne 605ee 4eM B MOJIOBMHE Cly4aeB Ha-
YMHaAETCA C MoABMEHUA Ny3blpeil Ha CMM3NCTON 060M04-
ke nonoctu pra [8], Ha MecTe KOTOpbIX HBLICTPO PopPMHU-
pyloTCS 3p03UKN C 6necTaLlen, BNaXHOM MOBEPXHOCTbIO
SIPKO-KpacHOro uBeTa ¢ TeHAeHLMeN K nepudepmnyeckomy
poCTy, 4TO conpoBoOXAaeTcs 605b0 NPU FMOTaHUU U -
nepcanueauunein. MNpu BIT MoryT 6bITb MopaxeHs! U Apy-
rme CcCnmaucTble O6O0MOYKU: KOHBIOHKTUBA, CIU3UCTbIE
0605104KN HOCa, MNOTKW, ropTaHu, nuuiesoda, snaranu-
wa, ypetpbl 1 aHyca [9]. KnuHuyeckume KoxHble rnpossne-
Hus Bl xapakTepuayoTcs nosasneHneM ny3sbipen pasHoro
pasMepa C TOHKOW MOKPbILLKON Ha BUOAMMO HEU3MEHEH-
HOW KOXe NpenMyLLeCTBEHHO BONIOCUCTOM HacTu ronossbl,
nmya M nogmbllwedHblx obnacten. lNMy3bipy oTnnyaroTcs
KOPOTKUM MepuoaoM CYLLIECTBOBaHUA U 4acTo OCTalTCA
He3aMe4deHHbIMU Kak NaunueHToM, Tak 1 BpadomM. Boamox-
Ha reHepanusaums KOXXHOro npouecca ¢ (PopMMpoBaHu-
€M O6LLUMPHBIX 04aroB NMOpPaXeHUs, NPUYUHSAIOLMX MY4Un-
TenbHy0 60nb nauyueHTam [8]. Bea cooTBeTCTBYOLLErO
neyeHus y 6onbHbIX Bl Bo3MoxeH netanbHbiv ucxop, [10].

MNaTochusunoruyeckas ponb gecmornemnta 3

B Hopme kneTku anugepmuca coeguHeHbl ¢ MOMO-
b0 6efIKOB AeCMOCOM, KOTOpble obecneynBaloT Kpen-
Kyt aAre3vio npunerawoLwmnx gpyr K gpyry cocegHux Kne-
TOK. HapylleHne KneTto4HOM afare3avm Ha MopakeHHOM
y4acTke anvgepmmuca UM Crnm3ucton 060/104KU MPUBO-
ONT K akaHTonuay, B peaynesTarte Yero npu Bl o6pasytotcs
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WMHTpasanupepmarbHble NofoCTH, 3anofIHEHHbIE TKaHEBOW
XUOKOCTBIO. VIMMyHOMaTonormyeckas kapTuHa xapak-
TepU3yeTcs LUMPKYNUPYIOLWMMN B KPOBU U (PUKCUPOBAH-
HbiMK B anugepmuce IgG, KoTopblie HanpasneHbl NPOTMB
ayToaHTureHa pgecmornevHa-3 (Dsg3) npu nopaxeHuu
CnnM3nNCTbIX 0601104eK 1 fgecmorneunHa-1 (Dsg1) npu nopa-
XeHuun koxu [11, 12].

Y 80-100% 60nbHbIX Bl B CbIBOPOTKE KPOBU BbISIB-
naTca aytoaHtTutena K Dsg3, BO3HMKHOBEHWE KOTOPbLIX
BbICTYNaeT BaXHbIM (PakTOpPOM, CMOCOO6CTBYOLLNM pas-
BUTUIO KNUHMYeckoro gpeHoTtuna BI1 [13]. B uccneposa-
Hum K. Bhol u coasT. (1995 r.) y naunenToB ¢ Bl B ocTpown
(hase 3a6onesaHns BbIABMAAIOT BbICOKME TUTPbI ayTOAHTU-
Ten, NpeacTaBfieHHbIX MMMYyHornobynuHamm knacca G,
npenmyLiecteeHHo IgG1 u 1IgG4, cneundunyHbIX K nenTu-
nam Bos 1 n Bos 6 cootBeTcTBEHHO. Bos 1 1 Bos 6 —
3TO CUHTETUYECKME NENTUAbI, BbIOPaHHbIE Kak KNto4veBble
3NUTOMbI ANA UCCrefoBaHns aytoaHTuTen, npuyem Bos 1
BKJOMaeT aMUHOKUCIIOTHYIO MOCNefoBaTesibHOCTb Mpu-
MepHO € 50-i no 79-10 No3nuunio, KOTopble UAEHTUYHbI
y4acTtkam BHekneTo4Horo gomeHa EC1 Dsg3, a Bos 6 —
¢ 200-1n no 229-10, KOTOpble COOTBETCTBYIOT yyacTKam
BHekneTo4Horo gomeHa EC2 Dsg3.

B 1995 r. ctano m3BecTHo, 4To IgG4, cBA3LIBAOLN-
ecs ¢ EC2, vrpaioT Kno4eBylo ponb B MHULMALMM aKaH-
TONM3a W pasBUTUU KIUHWYECKOW KapTuHbl BI1, Torpa
kak 1gG4, ceasbiBaowmecs ¢ EC1, yyacteywoT B nog-
JepXxaHun natonorudeckoro npouecca [14]. Y 300poBbIX
poOcTBeHHUKOB 60nbHbIX Bl onpegensetcs HU3KUIA TUTP
EC1-cneundmnyHbix IgG1, He cnoco6HbIX BbI3BaTb aKaHTO-
nm3. B ocTport dhase 3abonesaHusa y nauueHTos ¢ Bl oT-
MevaeTcs 6onee Bbicoku TUTp IgG1, pearmpytowmx ¢ EC1,
no cpaBHeHuto ¢ ypoBHem IgG4, ceasbiBatowmxcs ¢ EC2.
OT0 06bACHAETCA TEM, HYTO MMMYHHas cucTeMa yxe «3Ha-
koma» ¢ EC1 go passutusa 60ne3Hu, a nNpu akaHTonuse
npoucxoguT Bblibpoc EC1-aHTUreHoB, ycunveamowmx UM-
MYHHbIA OTBET, KOTOPLIA COMPOBOXAAETCA KIMMHUYECKUMM
npossneHuamn Bl [15-17]. B nepuop pemuccnn yposeHb
natoreHHbix IgG4 nocTeneHHO CHWXaeTcs BMOTb 4O Mof-
HOr0 MCYE3HOBEHMS, YTO yKa3blBaeT Ha NpsimMyto cBA3b IgG4
C aKTUBHOCTbIO 3a6oneBaHusl, B TO BpeMs Kak IgG1 coxpa-
HAIOTCH B CTATUCTMYECKN 3HAYMMO MEHbLLUX KOnmMyecTBax
(p < 0,01) [14]. R. Hamilton 1 coasT. (1988 r.) B CBOEM MC-
crnefoBaHUM He 0BHapyXunu ayToaHtTuten nogknaccos G2
n G3 B cbiBOpOTKe KpoBu nauueHToB ¢ Bl [15]. B 6onee
nosgHen pabote J. Torzecka u coasT. (2007 r.) nokasa-
HO, YTO Yy MauueHTOB B akTUBHOM cTtagun Bl npeobnaga-
nm 1gG4 n IgG1 (96 u 76% COOTBETCTBEHHO), B TO BpEMS
Kak B nepuop KMMHNYEeCKONn peMUcCun aHtutTena OTHOCK-
nuck npeumyLiecTBeHHO K nogknaccam G2 (75%) n G4
(37,5%), uTo NoATBEPXAAET NOMUKIIOHANBHYIO MPOAYKLMIO
aytoaHtTuten npu BIT u nx pasnuyHoe pacnpepeneHve
B 3aBMCMMOCTU OT aKTUBHOCTU 3a6onesaHus [18]. HegasHo
nosiBUBLUMECS AaHHble CBUAETENbCTBYIOT O ToM, 4To IgG4
BbiaBnstoTca B 90,8% cnyyaeB akTMBHOro 3abonesaHus
1 KOPPENMPYIOT C TAXKECTBIO KOXHbIX Nposisnenuii B, IgG1
BCcTpeyaroTcs B 40% cnyyaes, a IgG2 n 1gG3 — B 26,2%.
Coyetanue IgG3 ¢ IgG4 ycunmeaeT natoreHHOCTb nocnes-
HUX 32 CHET CuMHepreTn4eckoro adpekra, a pasHoobpa-
3ue 1 yposeHb cneumnduyeckunx ana Dsg3 nogknaccos IgG
B/IVAIOT KakK Ha akTMBHOCTb 3a60reBaHns, Tak U Ha pUCK
peunamea [19].

CeasbiBaHne IgG ¢ Dsg3 cTumynupyeT curHanbHbIN
nyTe docdonunasel C, 4TO Bbi3bIBAET BbICBOOOXAEHME
KanbuMsa W akTMBauuio npoTemHknHassl C 1 npuBoguT

BecTtHuk gepmatonorum u BeHeponorum. 2025;101(4):XX-XX W
Vestnik Dermatologii i Venerologii. 2025;101(4):XX-XX M



OB30P JINTEPATYPbI / REVIEW

K cocdopunuposanuio Dsg3 ¢ ero nocnegyowmm 3HOO-
LMTO30M W Aerpapauven B nusocomax. B KoHe4yHOM uTO-
re npovcxoguT uctolleHne Dsg3, BaXHOro KOMMOHeHTa
[EeCMOCOM, MoTepsi MEXKIEeTOYHON CBA3U U obpasoBaHune
ny3bipeint [20]. Dsg3 WMpOKO npegcTaBieH BO BCEX CMOSX
3NUTENNA CIIN3UCTLIX 060SI0YEK U B LLUMMOBATOM Crloe anu-
gepmuca, B otmume ot gecmornenHa-1 (Dsg1), koTopbin
06HapyXunBaeTcs rnasHbIM 06pa3oM B KOXe, U ero coaep-
XaHue Bo3pacTaeT oT 6a3anbHOro K cyrnpabasarnbHbIM Cro-
M anuaepmuca [21].

Dsg3 BknovyaeT B ce65 NATb BHEKETOYHbLIX JOMEHOB
(EC1-ECS5), ognH TpaHCMeMOpaHHbIA U OOWMH BHYTPUKIIe-
To4HbIW (pyic. 1). JomeHHas opraHusauma Dsg3 onpegens-
eT Kak donanonornyeckme yHkuun, Tak n natorexes Brl.
BHYTPUKNETOYHbIN AOMEH B3aMMOLEWNCTBYET C nnakodu-
nuHom-3 (PKP3) u anemeHTamn uMToCcKeneTa, perynvpys
CTabunbHOCTb AECMOCOM, a TakXe 3anyckaeT CUrHanbHbIn
Kackap peakuui nocre cBa3biBaHWA ayToaHTUTEN C BHe-
KneTo4Hon 4Yactbto Dsg3 [22]. TpaHCMeMb6paHHbIN AOMEH
ocyLecTenaeT nHTerpauunio Dsg3 B nnasMaTnyeckyo Mem-
6paHy knetku [23]. MaTb BHekNeTo4HbIX gomeHoB (EC1-—
EC5), kaxpabIn U3 KOTOpbIX NpUMepHO BkoyaeT 110 amu-
Hokucnot: EC1 (1-109), EC2 (110-219), EC3 (220-335),
EC4 (336-450) n EC5 (451-566), B HOpme o6ecnevmnsarot
Kpenkyo aaresviio npunerarowmx apyr K Apyry Monekyn
cocefHNX KNeTok [24, 25]. Kaxabin JomeH obpa3oBaH ce-
MblO B-TsXXamu, popMUpYyOLLMMN 604KOOBPAa3HYI0 CTPYK-
Typy. BHeknetouHble gomeHbl Dsg3 paspeneHbl NUHKep-
HbIMU y4acTKamMu, KOTOpble KOOPAMHUPYIOT CBA3biBaHWE
Tpex MoHoB Kanbumsa (Ca?*) kaxabiin. CBA3bIBaHME KamnbLms
cTabunuanpyet KoHdopMauuio 6enka 1 cnocobCcTByeT ero
afresvBHON yHKUMKW. BHekneTouHble [OOMEeHbl WUMEIoT
BbICOKYIO CTPYKTYpHYt0 romonoruio (ocobeHHo EC1, EC2
n EC3), 3a ucknoyeHneM MeM6paHHOro NPOKCMMAasbHOMO
nomeHa EC5 [25].

AHTUTEna, HanpasfieHHble NPOTUB BHEKIETOYHbIX [O-
mMeHoB Dsg3, He Bcerga [EMOHCTPUPYIOT OANHAKOBYIO CTe-
neHb naToreHHocTw [26]. B nccnegosanum A. Payne u co-
aBT. (2005 r.) NnokasaHo, YTO MOHOKIOHasbHbIE aHTUTENa,
HaueneHHble npeumyllecTtBeHHo Ha EC1, uHgyumpyioT
aKaHToNM3 B MOfeNnun HeoHaTasnbHbIX MbILLER, B TO Bpemsi
Kak aHTuUTena K ApyrumMm fomeHam Takor CnocoBHOCTH MoY-
TV He nposBnsanu [27], a aHTuTena npotmes EC2 obnagarot
YMEPEHHOW NaToreHHOCTbIO (B OTNMYME OT paHee MpoBse-
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OeHHbIX uccnenosanuii 1995 r.): oHM ycunueatoT 3ddhekT
aHtTuTen K EC1 n mMoryT 6bITb HEAOCTATOUHBIMW AN CaMOo-
CTOATENbHOW MHAOYKUUKN akaHTonuaa [14, 28].

B pa6ote K. Tsunoda u coasT. (2003 r.) onucaHo,
YTO M30NMPOBaHHOE cBA3biBaHWe aHTuTen ¢ EC2 B oTcyT-
ctBue aHtuten kK EC1 pepko Bbi3biBaeT akaHTtonus [28].
B nccneposaHun W. Heupel u coaBT. (2008 r.) nokasaHo,
YTO MOHOKIMOHanbHble IgG NpoTMB onpeaeneHHoW NosochkI
(aa1-161) B npegenax NH2-koHua Dsg3 aBnsioTca nato-
reHHbIMU, T.e. BbI3bIBAIOT BHYTPUINUaepmarbHyo noTepto
afresun y HeoHatasnbHbIX MblleR. pu 3TOM akaHTonua
BbI3bIBAIOT B OCHOBHOM IgG, HanpaBsneHHble npotus EC1,
M B MeHblUer cteneHn — npotme EC2 [26]. H. Takeshita
n coaeT. (2009 r.) BbIIBUIM, YTO ayToaHTUTena, cnew-
ngpmyHble k EC3, EC4 n EC5, He nHayumpoBanu akaHTonms
B Mofensx in vitro, 4TO NOATBEPANIO UX HENATOreHHbIN Xa-
paktep. OTMeY€eHO, H4TO OHM CNOCOBHbI U3MEHSTb apXUTeK-
TOHWKY AECMOCOM, HO HE BIUAIOT Ha KNETOYHYIo aaresuio
Hanpsmyto [29].

B pa6ote T. Schmitt n coasT. (2023 r.) cpaBHuBann
ahhekTbl ABYX rpynn MOHOKJIOHANbHbLIX aHTUTEN K BHE-
knetoyHbiM gomeHam Dsg3: 2G4 (HanpaBneHbl NpoOTUB
EC5-gomeHa) n AK23 (npotns EC1-gomeHa). OnucaHo,
4To AK23 3Ha4YnTENbHO CUMbHEE HapyLlaeT MeXKeTou-
HY0 agre3nto No cpasHeHuto ¢ 2G4. O6e rpynnel aHTUTeN
BbI3bIBaNN peTpakuuio KepaTtuHa U YMeHbLUEHME KONu-
yecTBa AECMOCOM, OfHaKo Tonbko AK23 nHgyumposanu
uctoweHne Dsg3. PasHas naToOreHHOCTb aHTUTEN MOXET
6bITb 06ycCrnoBfieHa nokanusaunen [OMEHOB: 3MUTOMbI
EC1-EC2 pacnonoxeHbl B Hanbonee BHELUHEW 4acTu
MOreKyrnbl n o6napatT 60nbLUen JOCTYMHOCTLIO AN aH-
TuTen, B oTnn4me ot anutonos EC3—-ECS5, koTopble Haxo-
aarca 6nnxe Kk membpaHe [30]. BmecTe ¢ TeM aHTUTena,
HanpaeneHHble npoTns EC5, B oTAENbHBIX Cy4asax mMo-
ryT 3anyckaTtb akaHToNu3 Yyepes anbTepHaTUBHbIE CUT-
HanbHble NyTn [31]. OnNncaHo, 4To NOTEPS MEXKNETOYHOWN
agres3vin npepanosioKUTENIbHO MOXET OCYLLeCTBNATLCA
yepes CUrHaNbHYO CUCTEMY, 3aBUCSALLYIO OT MWUTOreH-
akTMBMpyemon npotenHkmHasbl (MAPK) [32].

B nccnegosanum S. Tavakolpour u coasT. (2024 r.),
nposefieHHOM B VIpaHe, yCTaHOBIEHO, YTO Hanbonee NM-
MyHOreHHbIM siBnsieTcs N-koHuesow gomeH EC1, npotus
KOTOpPOro hopMmpyroTcs aytoaHtutena y 86% nauueH-
TOB. OTO MOXET 3aBUCETb OT MHOIMX (PaKTOPOB, BKIIO-

2
S W Llutonnasma
NH-  EC1 \ EC2 W EC3 \ EC4 W EC5 W T IP -COOH
1 ‘ 3
Mem6paHa
Puc. 1. [lomeHHas opraHu3aums DSg3: 7 — BHEKNETO4HbIE [JOMEHbI; 2 — TPaHCMEMOPaHHBIV OMEH; 3 — BHYTPUKNETOYHbI OMEH
Fig. 1. Domain organization of Dsg3: 7 — extracellular domains; 2 — transmembrane domain; 3 — intracellular domain
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Yyas cTagmio N TaxecTb 3abonesaHus Bll. PeakTuBHOCTb
K ApyruM [OoMeHaM Habniopanacb 3Ha4YuUTENlbHO pexe:
EC2 — y 26%, EC3 — y 14%, EC4 — y 29% n EC5 —
y 23% nauuenToB [33]. [laHHble pesynbTathl MOATBEPX-
JaloT paHee ony6nuKoBaHHYIO MHGOPMaLMIO, B KOTOPOW
noa4YepkvBanacb BbICOKAfA MMMYHOreHHocTb N-koHUa
(EC1 n/vnn EC2) Dsg3 y naumeHToB ¢ Bl no cpaBHeHUto
C apyrumm akTogoMeHamu [34, 35].

MpepnonaratoTcs ABa OCHOBHbLIX MeXaHu3mMa BO3-
OeCTBUS aHTUTEN Ha KepaTuHouuTsl. MepBbin — uan-
yeckoe npenaTcTeue mexpay Dsg3 u fecMokonnnHowm,
npenmyLLecTBeHHo co cTopoHbl N-koHua [36, 37]. BTopown
MexXaHuU3M CBfi3aH C WHAYKUMEN BHYTPUKIETOYHBLIX CUT-
HanbHbLIX NyTen B KepaTUHoUMUTax, YTo NPUBOAMUT K Kna-
cTepusaumm n uHTepHanusauum Dsg3, T.e. akTusaLuuu
CUrHarnbHbIX Kackafos, NPMBOAALLENA K HAPYLLUEHUIO BHY-
TpuanngepmansHoro coeuHeHus [38—40]. M. Amagai
n coasT. (2020 r.) onucanu, 4To y NaunMeHToB u3 AnoHun
1 MHanm yaule BoisenstoTca aHTuTena k EC2 n EC3 gome-
Ham Dsg3, Torga kak y naumeHToB n3 EBponsl n CeBepHomn
Amepuku npeobnagatoTt aHTutTena k EC1-gomery. 910 Mo-
XeT 6blTb CBA3aHO c¢ pasnuyuamu B HLA-accoumnaumax
M reHeTUn4ecKon npegpacnonoxeHHocTbio [41]. HecmoTps
Ha TO YTO ayToaHTUTENa NPOTUB APYrnX OTAENbHbLIX AOMe-
HOB, BKtoyas EC3, EC4 n EC5, o6Hapy>XmBaroTCca Npu ak-
TUBHOM 3a605ieBaHNN, OHU MPaKTUYEeCKN He BbI3bIBAIOT
akaHTonus [29, 33, 42].

B pa6ote S. Tavakolpour u coasT. (2024 r.) onpe-
jenunn, 4to yposeHb aHTuTen k EC1, EC2-3, EC2-5
n EC3-4 koppenuposan ¢ nigekcom PDAI (p < 0,05), oco-
6€HHO 3Ha4YnMMbIMK 6bIIN YPOBHM ayToaHTUTEN MNPOTUB
EC1-gomeHa [33]. OnpegeneHne npodwuna ayToaHTuTen
N X YPOBHS NPOTUB pasnuyHbIX 3kToaomeHos Dsg3 y na-
LMEHTOB MOXeT O6bITb MONe3HbIM ANs MPOrHo3npoBaHus
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TAXECTWN 3a60/1eBaHuns, a Takxe rnpu paspadboTke HOBbIX
MeTOo[0B TapreTHOM Tepanuu, BKo4asa co3gaHue xmmep-
HbIX MIMMYHOPELIENTOPOB Ha OCHOBE ayToaHTureHa BN —
Dsg3, KoTopble MOryT HanpasfiAaTb T-KMEeTKU Ha YHWUY-
TOXEeHue ayTopeakTuBHbIX B-numdoumTtos, 6narogaps
cneumdmnyHocTn B-kneTo4Horo peuenTtopa, 4To onnucaHo
B pa6ote C. Ellebrecht n coarT. (2016 r.) [43].

Borpoc 0 TOM, HacKofbkO TOYHO MPOUIL aHTUTEN
k Dsg3 koppenupyeT ¢ KIIMHUY4ECKMMM NPOSIBIEHNSIMUN 3a-
6onesaHus, 0O CUX NOpP OCcTaeTcst ANCKYCCUOHHBLIM. B Heko-
TOPbIX UCCNIE[0BAHMSAX MOKA3aHo, Y4TO BbICOKME ypoBHU IgG
k Dsg3 cBsizaHbl C 60MbLLEN CTENEHBLIO TAXECTU 3abornesa-
HusA [44, 45]. OgHaKo B Apyrux nccnegoBaHuax pesynsrarhbl
UN®A Ha aHTn-Dsg3 He koppenuposanu ¢ heHoTunom 3abo-
nesaHwus [46, 47]. B nccnepgoBaHum S. Tavakolpour n coasrT.
(2024 r.) otmeueHo, 4TO ypoBeHb aHTUTeN K EC1 3Hauu-
TeNbHO Bbille y NauneHTOB B aKTMBHOW (ha3e Mno cpasHe-
HWIO C MaumeHTamu B pemuccuu, naHenn EC3-5 n EC2-5
Takxe rnokasbiBanu pasnuuusa mexay asamu 3abonesa-
HWA, OOHAKO 3TO He 6bINo NOATBEPXAEHO B MHOrodakTop-
HOM aHanuse [33], 4To TpebyeT NpoBeAeHUs fanbHEeNLLnX
nccnegoBaHnin B pasHbiX NONynaLmuaX.

3akntoyenue

CoBpeMeHHbIE AaHHble O NaToreHe3e BYNbrapHoOW mny-
3blpyaTkun Nog4epkmBatoT BaxKHyto ponb Dsg3 v ero otaens-
HbIX BHEKJIETOYHbLIX fOMEHOB, npexae Bcero EC1 n EC2,
B UHULUMALMN ayTOMMMYHHOIO npouecca 1 (hopMUpoBaHumn
KNMHUYecKoro eHoTuna 3abonesaHus. BapnabenbHOCTb
naToreHHOCTU aHTUTEeNT B 3aBUCUMOCTU OT MUX OOMEHHOMN
cneumuUYHOCTN MOXET ObiTb UCMONb30BaHa B KayecTse
MapKepa OLeHKM NporHo3a 3aboneBaHusi, a TakxXe OTKpbI-
BaeT HOBble BO3MOXHOCTU A5 pa3paboTKu TapreTHbIX Te-
paneBTUYECKUX CTpaTerun. .
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