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I oG /IgA-ny3bIpuaTka — PEAKUI Ay TOUMMYHHBIA OYAAC3HBII
AEPMATO3

Kapamosa A. 3.*, 3HameHckas J1. @., YukuH B. B., MuxuHa B. A., Hedbenosa M. A.

OI'BY «[0cynapCTBEHHbIA HAYYHBIA LIEHT EPMATOBEHEPONOT 1 KOcMeTonorn» Munsapasa Poccun
107076, Poccus, r. Mocksa, yn. Koponerko, 4. 3, ¢1p. 6

Lenb. MpeacraButb knuHudecknii cnyyar IgG/IgA-ny3bipyaTku y XXeHLLWHbI 32 fneT.

MaTtepuan v metopbl. 1N AMarHoCcTUKM 3a6oneBaHus 6b110 NPOBeAEHO KIMHUYECKoe 1 nabopaTtopHoe
o6crnegoBaHue: LUUTONOrMyeckoe ncenegoBaHne maska-otnedaTka co Ha 3pos3uu, rmctonornyeckoe
uccnefgoBaHve 6uonTaTta KoxXu U3 odara nopaxeHusi, UMMyHOMI0OpEeCLEHTHOE UccnegoBaHne 6uontarta
BUONMO HEMOPa>KeHHOM KOXMU.

Pe3ynbTaTbl. KnuHnyeckue NposiBrieHns 3abonesaHnsa UMenu CXoACTBO C repneTudopMHbIM epMaTu-
ToM [lopuHra, Mmoponormdyeckne — ¢ ByfibrapHon ny3blpyaTkon, OAHaKo Npyu MMMYHOMNIOOPECLEHTHOM
uccnenosaHmm 6ronTarta Koxum B anvgepmmnce 6biv B paBHOW CTeneHU BbiBIIEHbl Aeno3uTsl kak IgG, Tak
n IgA, 4TO NO3BONMNNO yCTaHOBUTL AmarHo3 IgG/IgA-ny3bipyatky. Tepanusa gancoHom B fo3e 100 mr B cyT-
KV npuBerna K 3Ha4nMTesIbHOMY YNyYLLIEHWIO COCTOAHUSA 60TbHOMN.

3akntoyeHue. [InarHoctuka ny3bipHbIX 4epMaTo30B TpebyeT NpoBeAeHMA UMMYHOTIOOPECLIEHTHOrO
nuccnenosaHusa 6uonTtara BUAMMO HEMOPaXKEHHON KOXN. DpdeKTMBHBIM NpenapaTomM Tepanum 60/1bHON
IgG/IgA ny3bip4aTKoW SBUICA JArCOH.

Kno4eBble CroBa: 6ynnesHbie aepMaTosbl, lgG/IgA-ny3bipyaTKa, AancoH.

KOHMNMKT MHTEPECOB: aBTOpbLI 3asBASOT 06 OTCYTCTBUM NOTEHLMANTBHOMO KOHAIMKTA MHTEPECcoB, TpebytoLLero
pacKpbITUS B AaHHOW cTaTbe.

Ona yntuposaHus: Kapamosa A. 9., 3HameHckas J1. @., YukuH B. B., MuxuHa B. A., Hecbepgosa M. A.
IgG/IgA-ny3bipyaTka — pefKuii ayTOMMMYHHbIA 6ynnesHbii fepmartod. BecTHuk gpepmatonormum n BeHeponoruu. 2020;
96 (1): 45-51. https://doi.org/10.25208/vdv554-2020-96-1-45-51
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I oG /IgA-pemphigus — extremely rare blistering autoimmune
diseases

Arfenya E. Karamova*, Lyudmila F. Znamenskaya, Vadim V. Chikin, Viktoria A. Mihina, Maria A. Nefedova

State Research Center of Dermatovenereology and Cosmetology, Ministry of Health of the Russian Federation
Korolenko str., 3, bldg 6, Moscow, 107076, Russian Federation

Purpose. To present a clinical case of IgG/IgA pemphigus in a 32-year-old woman.

Material and methods. Clinical and laboratory examinations were performed to diagnose the disease: cy-
tological examination of an impression smear from the bottom of the erosion, histological examination of a
skin biopsy sample from the lesion, immunofluorescent examination of a biopsy sample of visually accessi-
ble unaffected skin.

Results. Clinical manifestations of the disease were similar to Duhring's dermatitis herpetiformis, morpho-
logical ones — to pemphigus vulgaris, but immunofluorescent examination of the skin biopsy sample in
equal measure revealed deposits of both IgG and IgA in the epidermis, which allowed to determine a diag-
nosis of IgG/IgA pemphigus. Dapsone therapy at a dose of 100 mg per day led to a significant improvement
in the patient's condition.

Conclusion. Diagnosis of bullous dermatoses requires immunofluorescent examination of a biopsy sample
of visually accessible unaffected skin. Dapsone was an effective medication for the patient with IgG/IgA
pemphigus.

Keywords: bullous dermatoses, IgG/lgA pemphigus, dapsone.
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M 1gG/IgA-ny3bipuaTka onucana B 1994 r. T. Chorzelski
W COaBT. U NMpeacTaBnsaeT cobon pedkuin gepmaros, KoTo-
pbI XapakTepusyeTcs NPUMEPHO OJMHAKOBLIM OTIIOXEHW-
em IgG 1 IgA Ha KNeTo4HON NOBEPXHOCTU KepaTUHOLMTOB
[1—7]. AHTUreHaMn KepaTUHOLMTOB, K KOTOPLIM NPoayLM-
pytoTca natoreHHble IgG- u IgA-ayToaHTUTENa Yy 60MbHBIX
IgG/IgA ny3bip4aTkoW, ABASKOTCHA raBHbIM 0o6pa3oM fe-
cmorneunHsl 1-ro n 3-ro Tnnoe (Dsg1/Dsg3) n/vnu gecmo-
konmuHel 1, 2 n 3 (Dsc1—Dsc3), ogHako He Bcerga OT-
mMevaetca npogykumsa IgG- n IgA-aHTUTEN 0gHOBPEMEHHO
KO BCeM ayToaHTureHam [6, 8—15]. lNaToreHHble cBONCTBA
aTux IgG- 1 IgA-ayToaHTUTEN CBA3bIBAIOT C NUX CMOCOBOHO-
CTblO BbI3blBaTb pa3BUTUE akaHTonusa [4—7].

B nutepartype onucaHo coyvetanve IgG/IgA-ny3bipyar-
KW C APYrMMU ayTOMMMYHHbIMW 3a60neBaHNAMU — CUH-
gpomom LerpeHa, A3BEHHbIM KOMUTOM, MUacTeHuen [12,
16, 17]. VY 60nbHbIx IgG/IgA-ny3bIpHaTKOl BbISBASANN TAKXe
pasnuyHble HOBOOOPA30BaHNSA: pak NOAXKeNyOA04HHOM Xene-
3bl, INYHUKOB, IHOOMETPUSA, XENMYHOro Ny3bIpA U NErkoro,
numdonponudepaTeHble 3ab6onesaHus, IgA-rammanatum
[3, 16, 18—22]. Tem He MeHee 1U3-3a Masoro Y1ucna Habsno-
OEHUIA OLEeHUTL KITMHUYECKoe 3Ha4veHue 3TUX accoumaunim
B HaCToOsLLee BpeMs He NpeacTaBnsaeTcs BO3MOXHbIM.

Pacnpegenenne  6onbHbix  1gG/IgA-ny3bipyaTkomn
no nosny NpYMepHO pasBHOe, Ha4yano 60ne3Hn oTMevanoch
B cpedHeM B Bo3pacTe 48,5 roga [22].

"pMBO}.‘lMM co6cTBEHHOE Haﬁmoneuue B CBA3U

C peAKoCTbHO aHHOr0 Aepmaro3a

MauuenTka [., 32 net, xutensHuua r. Yxra (Pecny6nu-
ka Komu), noctynuna B oTAeNIeHNe KIIMHNYECKON aepmaro-
norum OBy «rHUOK» MuHsgpasa Poccumn ¢ xanobamu
Ha BbICbINAHUS HA KOXEe TYNIOBULLA, BEPXHUX U HUXHUX KO-
HEeYHOCTEeNn, CoNpoBOXAaBLUMECS 3YOO0M.

CuunTaet cebs 60nbHOM ¢ uona 2016 r., korga enepsble
OTMEeTUNa NOSsIBIEHNE Ha KOXe B Mneve-nonaTto4Hon obna-
CTU «My3bIPbKOB C NSIOTHOM MOKPLILLIKON CO CBETNO-XENTHIM
COAEPXMMbIM». [1oCTENEeHHO BbIChINAHUSA PacnpoCTPaHu-
FIUCb HA KOXY BOSIOCUCTOM 4acTu rofoBbl, TyNoBULLA, BEPX-
HUX U HWXKHUX KOHEYHOCTEN, B CBA3M C 4eM nauueHTka 06-
patunack K Bpa4vy-gepmaronory no MecTy XUTenbCTBa, rae
6bin noctaBneH aguarHo3 «CTpentoaepmus» 1M NpoBedeHa
aHTMGakTepuanbHasa Tepanua 6e3 adpekta. B ceHTabpe
2016 r. No MecTy XuTenbCTBa BbINOMHEHa AMarHoctnyeckas
610MNCUs KOXM C NocnegyowmMm MopdonorMyeckum uc-
cnefoBaHveM, MO pesynstatamM KoToporo 6bin BbiCTaBeH
anarHos «[epmatut [diopuHra?» 1 npoBegeHa neceHcnou-
nusvpylolas, aHTnbaktepmanbHas M HapyXxHas Tepanus
6e3 ahdhekTa. B Hosbpe 2016 . B CBA3M C COXPaHAIOLLUMU-
CS1 BbICbINaHWAMU NaUMEHTKA rOCNUTannM3npoBaHa B cTaumo-
Hap ®I'BY «MHUOK» MuHsapasa Poccun.

Mpy nocTynneHnn naTonorm4ecKnin KOXHbIA NpoLecc
HOCUN pacnpoCTpaHEeHHbIA BOCMNANUTENbHBLIN XapakTep.
Ha Koxe TynosuLia Ha apuTEMATO3HO-OTEYHOM (DOHE Ha-
6noganMce  CrpynnMpoBaHHO PacrionOXeHHbIe  My3blpb-
ku oo 0,3 cMm B gnameTpe C NNOTHOM MOKPLILLKOW N CBET-
NO-XENTbIM  COOEPXUMbIM, WMENINCb MHOXECTBEHHbIE
3p0O3UN APKO-KpacHoro ugeta pasmepom oT 0,5 o 3 cm
C BEHYUKOM runepemmn. OTMevanicb eOUHNYHbIE 3P03MK
B cTagum 3nuTenusaumn, MoKpbITble reMopparnyeckumm
KOpKamMu, MHOXECTBEHHbIE MMNepPnUrMeHTUPOBaHHbIE NAT-
Ha OT CBETNO-KOPUYHEBOrO A0 TEMHO-KOPUYHEBOrO LBETA
(puc. 1 a—). CnnancTble 060M04KN HE BbININ MOPaXKEHbI.

Mpu unTOnNOrMyecKoM MccrnegoBaHUM MasKa-oTnevar-
Ka co iHa 3p03UN O6HAPYXXEeHbl aKaHTONMUTUYECKME KNETKM.
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WccnepnosaHune cofepXXUMoro ny3blps BoiABUNo 14% 203u-
HohuNoB (Npy HopMe 2—4%). B 06LLeM 1 6UOXMMNYECKOM
aHanusax Kposu, o6LLEeM aHanMse Mo4un Bce rnokasaTenu
66111 B Npefenax pedepeHCHbIX 3Ha4YeHNI.

lMpoBegeHo Mopdonornyeckoe wuccrnegosaHve 6M0-
nrata KoXu, nosy4eHHOro B 06nactu CBEXero ny3bIpHOro
anemMeHTa. Ha BceM MNpoOTSXeHUW anuaepmmca OoTMeYeHo
oyaroBoe popMupoBaHne cynpabasanbHbIX MNOOCTEN
VNN KPYNHBIX LLUenen, B MpocBeTax KOTOPbIX — aKaHTo-
NNTNYECKNE KNeTKW, OUBpuH, nemkouuTbl. [depma oTed-
Ha, nepuBackynsipHoO — nMMAQOLMTaPHbIE WMHUNETPATHI
C NPUMECHLI0 303UHOUIOB. BbISIBNEHHbIE U3MEHEHUA Xa-
paKTepHbl 419 ByIbrapHON Ny3blpyaTku (puc. 2).

B pesynsTtate uccnepgosaHua éuonTara BUANMO Hemno-
pa>keHHOW KOXW, MOSly4EeHHOro psgoM € o4arom rnopaxe-
HUS, METOAOM HenpsMon UMMYHOMIIIOOPECLEHLUN C aH-
TuTenamu IgA, IgG, IgM BbisBneHa oTyeTnMBas ukcauus
IgG, a TakxXe paBHO3Ha4YHas MO BbIPAXEHHOCTU OTYETMK-
Bas domkcauus IgA B MEXKIEeTO4YHbIX NPOMEXYTKax BCex
cnoes anuaepmuca. 3Hadummon dmkcauum IgM B CTpyKTy-
pax KOXw He obHapyxXeHo. BbisiBneHHas MMMYyHOMIOO-
pecueHTHas kapTuHa cooTtBeTcTBoBana IgG/IgA-ny3bip-
yaTke (pwuc. 3).

Ha ocHoBaHWM faHHbLIX aHaMHe3a, KIIMHWYECKON Kap-
TUHbI N pe3ynLTaToB nabopaTopHbIX UCCnefoBaHUn 6bin
ycTaHoBneH gnarHo3s: IgG/IgA-ny3bipyartka.

MposepeHo nevenuve: pgarncoH 100 Mr B CyTKW NSATU-
OHEBHbIMW LMKNaMK; aHTUrMCTaMUHHbIE W aHTM6aKTepu-
anbHble npenapaTbl. Hapy>XHO Ha o4arun nopaxeHus HaHo-
cvnu masb yumamnH I, pacteop dykopuuHa. B pesynstate
npoBefeHHON B TedeHne 14 aHer Tepanuum 6bi1a oTMedeHa
BbIpa>keHHas MonoXuTensHasa AMHaMyka co CTOPOHbI MaTo-
JIOrN4ecKoro KOXHoro npouecca. lNpekpatnnum nossnsaTb-
Csl HOBbl€ BbICbINAHUA, 3NUTENN3NPOBANUCL BCE 3PO3UKN
(puc. 1 r, g). 3yna He oTMe4anocb. bonbHOM 6bIN0 peKko-
MeHOO0BaHO NPOJOMKUTL nNpuem pancoHa B gose 100 mr
B CYTKM NATUAHEBHLIMU LMKNaMu nog, HabnogeHnem spa-
Ya-fepMaToBeHeporiora no MecTy XuUTenbCTBa.

06cyxpaeHue U 3aKno4eHne

KnuHnyeckne nposieneHuns IgG/IgA-ny3bip4aTtkm MoryT
XapakTepn3oBaThbCA NOpPaXeHNeM Kak KOXHbIX NMOKPOBOB,
Tak 1 Cnn3ncTbix obonoyek. Mo aaHHbIM S. Toosi 1 coasT.
(2016), nopaxeHue Koxu Habnwopganock y 77% 60nbHbIX
IgG/IgA-ny3bip4aTKOM, ¥ BCEX BOMbHbLIX OTMEYanuchb 3po-
31, Nnb Yy 23% 60NbHbIX 6bINK BbIIBIEHBI NY3bipy [22].
MopaxeHne cnuancTbix oborno4vek Habmopanocb y 62%
60nbHbIX [22]. MNopaxeHne cnM3NCTon 060I0YKM MOMOCTU
pta y 60nbHbIX IgG/IgA-ny3bipHaTko MOXET ObITb TsXe-
TNbIM 1 NPOSABAATLCA O6LUMPHBLIMKU 3po3usamu [12]. Y Haxo-
OvBLUeNCA nof HawnM HabnoaeHNeM NaumMeHTKU Crnau-
CTble 000/104KM He 6binn nopaxeHsbl. IgG/IgA-ny3bipyaTka
OTNMYaeTCcs pPasHoO6pPas3HbIMU  KITMHUYECKUMW  NpOosiBre-
Husmu. Mo gaHHbIM S. Toosi n coaBT. (2016), o6¢cnenosas-
wmx 13 6onbHbIX IgG/IgA-ny3bipYaTkon, B 6OMbLUMHCTBE
(69%) cnyyaeB BbICbINaHUsi COOTBETCTBOBANM BYJbrapHoOm
ny3bipyatke [22]. OgHako OHWM MOryT HanoMMHaTb Takxe
JNINCTOBUIHYIO, repneTudOopMHYI0, BEreTUpYoLLYyo Mny3bip-
yaTtky Tuna Annono, a Takxe IgA-nysbipyatky [10, 11, 15,
18, 23].

B cnyyasax korga knuHudeckas kaptuHa IgG/IgA-
nysblpyaTtkm 6nmu3ka nposieneHnsam  IgA-nysbipyaTku,
y 605bHbIX 06HapyXuBanuce nycTynbl [16, 18, 20, 24, 25].
BoamMoxHa KomnbueBuaHas KoHgurypauus o4aros nopa-
XEHWs, MpeAcTaBfieHHbIX 3pUTEeMaTo3HbIMK 6RnsaLKaMu
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Puc. 1. 19G/IgA-ny3bipyatka. Ha 0Te4HOM r1nepemmnpoBaHHoOM oHe CrpynnupoBaHHbIe MENKIE My3bIpy HA KOXE CMUHBI (d) 1 XIBOTA (6, B). 3HAYUTENBHOE YNyLIEHNE Yepes
2 HeZienv Tepanuy JancoHOM — DEFPECC BbICbINAHINA HA FPYAK, XWBOTE (1) 11 Ha CrinHe (4)

Fig. 1. 1gG/IgA pemphigus. Small blisters on the skin of the back are grouped (a) and abdomen on a swollen hyperemic area (6, 8). Substantial improvement in 2 weeks of

dapsone therapy — regression of rashes on the chest, abdomen (r) and on the back (z)

C ApsbnbiMM Ny3bIpAMU WM nycTynamu no nepudepmmn
M XeNnTbIMU KOPKaMm B LIEHTPE, NOpaXeHne CKagoK KOXu
[9, 12, 16, 20, 22, 26, 27].

B cnyuvasx, korga knuHu4deckue nposieneHus IgG/
IgA-ny3bipyaTkn OblM HETUNWYHBLI Ans BynbrapHou (IgG)
mnun IgA-ny3sbipyaTky, OHU XapakTepusoBanncb 3puTeMon,
Be3MKynamu, MycTynamyM Ha TynoBuLLE W KOHEYHOCTAX
[3, 14, 23, 25, 26, 28, 29].

Cumntom Hukonbckoro y 6onbHbix IgG/IgA-ny3bipyat-
KOV MOXET ObITb oTpULaTenbHbIM [6, 27].

MonosnHa 6o0nbHbIX 1gG/IgA-ny3bipyaTkor oTMevarT
3ya [30].

S. Toosi n coasT. (2016) ykasbiBatoT, 4To IgG/IgA-ny-
3blpyaTka Mo CBOEMY TEYEHWIO He OTNMYaeTcs OT Byflb-
rapHow nysbip4atku [22]. TeM He MeHee onucaHbl criydau
6onee gobpokavecTBeHHOro TedeHus IgG/IgA-ny3bipyaTkm
No CpPaBHEHMIO C ByfibrapHom ny3blpyaTkon [15, 27].

Y HaxogmsLLlencsa nog Halmm HabnogeHnem 605bHON
KMUHMYECKME MPOSBMEHUS MOPAXKEHUS KOXWN COOTBETCTBO-
Banu repnetndopmHomMy fepmatuty LiopuHra. O6Hapy-
>XEHWe Mpu LUTONOrMYECKOM UCCNEAoBaHUN aKaHTONUTU-
YeCKMX KNETOK CBUAETENbCTBOBASIO B MOMb3Y My3blpHaTKU.

Mpyu Mophonornyeckom nccnegoBaHnmn GuonTtara KoXxm
M3 oyara nopaxeHus y 6onbHbIX |gG/IgA-ny3bipyaTKon

Ne 1, 2020

B 60MbLLUMHCTBE Clly4aeB BbIABNAIOTCA NPU3HaKN aKkaHTonNm-
3a [6, 22]. Y Hawlel naumMeHTKn 6bInn BbliBNeHbl MOPdIOno-
rmyeckue Npu3Hakn ny3bipyaTkv B BUAE cynpadasanbHbiX
NosiocTeN N KPYMHbIX LLEeneil, B NpOCBeTe KOTOPbIX Haxo-
OVNNCb akaHTonuTu4deckne Knetku. pu mccnegosaHum
6éuonTaTa KoXu U3 o4ara 3puTeMbl NPU3HAKM akaHTonM3a
MOryT ObITb KpariHe He3Ha4uTeslbHbl MW OTCYTCTBOBATb,
MOTyT 06HapyXunBaTbCA HENTPOUILHLIE MUKPOabCLecChl
B COCOYKax AepMbl, @ Y 60MbHbIX C NYCTYNEe3HbIMW BbICbI-
NaHNAMM — NyCTYSbl B POrOBOM CJI0€ N Cy6KOpHeasnbHON
nokanusaumm [6, 12, 29]. XapakTepeH BblpaXXeHHbI Kie-
TOYHBIA MHAWNLTPAT, codepXalluin 60MbLLOEe KONNMYeCTBO
HEeNTPOOUNOB B anuaepmuce 1 nognexatlien gepme. Hein-
Tpohunbl B anmaepmMmce obHapyXXmsanucb y 73% 605bHbIX
IgG/IgA-ny3bipyaTkor [22]. TpenMyLLecTBEHHO HEeWTpo-
UNbHBIN XapakTep MHdunsTpaTa B KoXe 60nbHbIX 1gG/
IgA-ny3bip4aTKoM OGYCNOBMEH HanMYnem Ha MoHouuTax
W rpaHynoumutax cneumguyeckmx CBA3bIBALMNX YHaCcTKOB
ans IgA-Fc-peuentopa [31]. B page cnyyaes B o4arax no-
paxeHus Koxn y 6onbHbIx IgG/IgA-ny3bipyaTKon B cocTaBe
WHdMILTpaTa npeobnagany numdoumntbl [32]. OTmeva-
1I0Cb TakXe MNpUCYTCTBME B WHUNLTPaTe 303MHOMUNOB
[15, 17]. OnucaH 605bHON, Y KOTOPOro B anvagepmuce 06-
Hapy>XvBanucb KNeTkn ¢ npusHakamu guckeparosa [29].

BecTtHvk gepmaronorum n seHeponoruun. 2020; 96 (1): 45-51 W
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Y Hawlen nauneHTKn npy Mopdosiorm4eckom uccrenosa-
HUM BuonTaTta KOXu Obin BbIABIEH NUMEOUUTAPHLIA WH-
uneTPaT C NPUMECHIO0 303MHOMUITOB.

Mpu nccnegoBaHnM 6uoNTaToB KOXM 60nbHbIX 1gG/

IgA-ny3bIp4aTKOM C MOMOLLbIO peakumm nMMyHodnioopec- f N
LUeHUUn obHapyXuBaeTcs OTnoxeHune kak IgG, Tak un IgA
Ha MOBEpPXHOCTU KepaTuHouuToB [12]. BhisiBNeHne otyer-
NMBO BbIPaXEHHbIX Aeno3unToB Kak IgG, Tak u IgA B anu-
AepMuce Hallen naumveHTKW NOo3BONUIO YCTaHOBUTL Auna-
rHo3 IgG/IgA-ny3bipyatku. S. Toosi n coasT. (2016) y 100%
o6cnepoBaHHbIX 60nbHbIX IgG/IgA-ny3bipyaTkon B anuaep-
MUCE BbISBUIIM MEXKIIETOUHbIe Aeno3nTbl C3-koMMoHeHTa
komnnemMeHTa [22]. NpegnonaraeTcs, YTO KOMMIEMEHT MO-
XeT y4yacTBoBaTh B pa3BuUTUM cyrnpabasanbHoro akaHTonm-
3a Y 605bHbIX Ny3blpyaTkom [19].

Pa3Hoobpasue KIMHUYEeCKUX NposiBrieHnin n Mopdono-
rMYecKolr KapTuHbl, Habnogaemoe npu IgG/IgA-ny3bipyar-
ke, OOBACHAIOT TeM, YTO Y 60SIbHLIX MOTYT ObITb Pa3NNYHbI
aHTWreHbl, K KOTOPbIM NpoayumnpytoTes aytoaHtutena [15].

B HacTosllLee Bpems CyLLECTBYIOT pasfivyHble TOu-
kun 3penHus Ha IgG/IgA-ny3bipyaTky. HekoTopble aBTopbl
paccmaTpuBaloT ee Kak caMoCTosTenbHoe 3aboreBaHue,
Opyrne — Kak BapuwaHT BynbrapHomn nysbip4aTku unm IgA-
ny3blpyatku [22]. Bo3amoxHocTb Toro, yto IgG/IgA-ny3bip-
yatka fIBNSieTCs BapuaHTOM ByfbrapHon unu IgA-nysbip-
YaTku, apryMeHTupyeTca o6HapyXeHneM B KPOBU 6OSbHBLIX
IgA-ny3bipuatko IgG-ayToaHTUTEN, @ TaKXe BbISBIEHWEM
uMpKynupylowmnx IgA-ayToaHTUTEN B CbIBOPOTKE KPOBWU
Yy 3Ha4MTENbHOro 4mcna 60nbHbIX BynbrapHou (IgG) ny-
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3blpyatkoi [14, 33, 34]. Uupkynupytowme IgA-aHTuTena Puc. 2. 1gG/IgA-ny3bipyarka. Mopthonoriieckoe nceneosarne GruonTara Koxu
K gecmornevHy 1-ro Tuna obHapyxeHbl y 23,9% 60MbHbIX 113 04ara NopaXeHus. I3MeHeHusl, XapakTepHbIe s BYNbrapHoi ny3blpyaTkiA
BynbrapHof/] n J'II/ICTOBI/I,D,HOIZ |gG-I'Iy3pr‘-IaTKOl7|, LMPKYNnpy- BbIpaXeHHbIit HaA0a3aNbHbIi aKaHTONM3 ¢ (HOPMIPOBAHIEM KPYMHBIX Cynpa-
loLme IgA-aHTuTena K gecMornenty 3-ro tuna — y 40,2% 0a3abHbIX LLIENel; aKaHTONUTUYECKUE KNETKIA; NMMAOLMTAPHbIE MHUALTPATHI
. . . B iepme. Okpacka rematokCunnHoM 11 303uHoM, x 100
60MbHbIX Byj_-'brapHO” M NMCTOBMAHON IgG-ny3bip4aTKoi Fig. 2. 1gG / IgA pemphigus. Morphological study of skin biopsy from the lesion.
[34]. L. Mentink n coaBT. Ha OCHOBaHWUM 3TUX AaHHbIX Npef- Changes are featuring pemphigus vulgaris. Hyper supra-basal acantholysis
nonoxunu, 4to IgG/IgA-ny3bipyaTtka npencTaBnser co- with the formation of large suprabasal fissures; acantholytic cells; lymphocytic
60/ MPOMEXYTOYHOE COCTOsHME MexAdy BynbrapHow IgG- infiltrates in the dermis. Hematoxylin and eosin stain, x 100

nysbipyaTkon u IgA-ny3sbipyaTkom [34].

Puc. 3. 1gG/IgA-ny3bipyarka. Ot4eTnrBas ukcaums Aeno3ntos kak IgG (a), Tak v IgA (6) B MEXKNETO4HbIX NPOMEXYTKAX BCEX COEB aNUAEPMICA. PeakLinsg MMMyHO(I00pec-
LieHLmK, x 600

Fig. 3. 1gG / IgA pemphigus. Determined fixation of deposits for either IgG (a) and IgA (6) in the intercellular spaces of all epidermis layers. Immunofluorescence Reaction, x 600
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C ppyrovi CTOpOHbI, KNMHUYecKas 1 mopdonormyeckas
kapTuHa IgG/IgA-ny3bip4aTkm MOXET OTNMYaTbCs OT BYJib-
rapHom u IgA-nysbipyaTku, 4TO CBA3bIBAETCA C OOHOBpE-
MEHHbIM CyLLleCTBOBaHMEM Y 605bHbIX IgA- 1 IgG-aHTUTEn
K JecMmornenHam u gecMokonnmHam [8, 9, 11, 23]. B ceAsun
¢ 9TuM npegnonaraetcs, 4to IgG/IgA-ny3bipyaTka aBnseT-
Csl caMOCTOAITENbHLIM 3a60reBaHNeM, XOTs HEOO6XOoONMbI
hanbHeWve nccnefoBaHus, YTobbl YCTaHOBUTL AENCTBU-
TenbHbIW BKNag IgA-aytoaHtuten B (popMmpoBaHue ny3bl-
ps [12].

Ona neveHuns 6onbHbiX IgG/IgA-ny3bipYaTkon UCnosb-
3yl0TCA AanCcoH, CUCTEMHbIE U HapY>XHbIE IOKOKOPTUKO-
cTepoubl. Tepanuio npegnaraeTcs Ha4nHaTb C JancoHa
[9, 14, 18, 20, 24, 27—29]. OTMeYeHO, 4YTO Nocre Ha3Have-
HMA pancoHa B fo3e 100 Mr B CyTKM perpecc BbiCbINaHUi
JocTturaeTcs B Te4eHue 2 Hegenb Tepanun [27]. Y Haxoams-
Lercsa nof Hawmum HabnoaeHneM 60MbLHON NpeKpaLleHne
NnosiIBNIeHUs HOBbIX U perpecc paHee UMEBLUNXCS BbiChbINa-
HWUA Habnoganucb Ha )oHe Tepanuu JancoHoOM B [o3e
100 Mr B CyTKM MATUAHEBHBIMU LIMKIAMM.

Mpu HepocTaTo4HOM 3ddhekTe Tepanuu [arcoHOM
160 MOoBbILIAIOT ero fo3y, NMM60 [OMNOHUTENbHO Ha3Hava-
toT npegHu3onoH. K. Nakajima v coasT. (2007) Habnoga-
1M NOMHbLIA perpecc BbICbINaHUA Yepe3 1 Mecsl nedYeHuns
fancoHoM B fo3e 50 Mr B CYyTKW, OHAKO MOCe CHUKEHWSA
0o3bl Npenapara fo 25 Mr B CYTKW BbICbINaHUs cHoBa no-
SIBNANMUCB, YTO TpeboBano MoBbICUTL ero Ao3y Ao 50 mr
B CYTKW, U B TedyeHne 9 neT nocnenyoLiero HabnopgeHus
Ha dhoHe NpuemMa AancoHa BbiCbiNaHusa oTCyTcTBOBanM [29].
OTmeyvancs MomnHbIN perpecc BbICbINaHUIA Mocne Tepanuu
nancoHoMm B fo3e 50—150 Mr B CyTKu B coveTaHuu ¢ npep-
HM3010HOM B fo3e 20—40 mr B cyTku [9, 18].

lMokazaHa 3(pheKTUBHOCTL NPeaHU30M0Ha, Has3Ha-
YyaBLUerocs nepopasnsHo B fode 20—60 mr/cyTtku [14, 23].
B cnyyasix korga knuHuyeckas kaptuHa IgG/IgA-ny3bip-
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YyaTku HanomuHana nposiBMeHNs ByNbrapHom ny3bipyaTku,
60MbHBIM MPOBOAUIIN CUCTEMHYIO Tepanuio npegHU30mno-
HOM B 60Jiee BbICOKOW fo3e, gocturaswen 1—1,25 mr/kr
Macchl Tena B CyTKW, [0 paspeLLeHuns BbICbINaHuii ¢ nocne-
OyIoLUM NOoCcTeneHHbIM CHUXeHeM o3kl [6, 12, 22].

OnucaH cny4an, Npy KOTOPOM BbICOKYIO 3pheKTUB-
HOCTb Mokasana Tonnyeckas Tepanus 6onbHbix IgG/IgA-ny-
3blpyaTkor knobetaszonom [15, 16]. OgHako y 605bHOrO,
Yy KOTOPOro 4epes 2 Mecsua TONMYecKon Tepanun mMasbio
Kno6eTtasona MOMHOCTLIO perpeccupoBany BbiChbINaHWs,
natoreHHble IgG- n IgA-aHTUTENna K gecMmornenHy-3 n ge-
CMOKONNNHY-3 B KPOBU ObININ BbISIBIIEHbI B HU3KUX TUTpPaX,
C 4YeM 1 6bINI0 CBA3AHO OTCYTCTBME HEOOXOAMMOCTU B CU-
cTeMHoW Tepanuu [15].

Takum 06pas3oM, oOnucaHHbIi Hamu cnyyan IgG/
IgA-ny3bIp4aTKN [EMOHCTPUPYET, YTO KIIMHUYECKWE Mpu-
3HakKu 3TOro 6ynnesHoro fgepmarosa MOryT HanomuHaTb
repnetTnopmHbIn fepmatut [diopuHra, a mopdonoruye-
CKMe — BYMbrapHylo nysbipyatky. YCTaHOBUTbL AuMarHos
IgG/IgA-ny3bIpyaTKn NO3BOAMII0 UMMYHOMNIOOPECLIEHTHOE
nccnefosaHve 6uontata BUAMMO HEMOPaXKEHHOW KOXW,
nokasasLuee paBHO3Ha4YHOE MO BbIPAXEHHOCTU OTNIOXEHWEe
IgG v IgA B anngepmuce.

B cBasn ¢ atum pguarHoctuka IgG/IgA-ny3bipyaTkm
Hapsagy C PYTUHHBIM MOPAONOrMYECKUM UCCNENOBaHUEM
TpebyeT npoBefeHUs UMMMYHOMIIOOPECLEHTHOrO Ucchne-
JoBaHusA 6uonTtaTta KoXu. Tepanus 605bHbIX 3TUM 3aborne-
BaHMEM MOXeT NMPOoBOAMTLCA AarcoHOM MK MpeaHn30so-
HOM B [03€, MeHbLLEeN, YeM 3TO HEO6XOAUMO OIS NleYeHns
601bHbIX BYNbrapHoOW My3blipYyaTKon. B Taxenbix cryyasx
MOXeT MoTpeboBaTbCA CUCTEMHas Tepanus rOKOKOPTU-
KOCTeponAHbIMK NpenapaTamMu U3 pacdeta 1 Mr/Kr macchbl
Tena B CyTKW. Y HaxoAMBLLENCA rnof Hawmm HabnoaeHnem
60MbHOM 6bINI0 OTMEYEHO 3HAYUTENIbHOE YryYlLeHne Cco-
cTosiHus nocne kypca Tepanum gancoHom. [Jil
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