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MHEAPHBIN [gA-3aBUCHUMBIN OYJUIE3HBIN JEPMATO3

3HameHckas J1. @., Yukud B. B.", Hecbepoa M. A.

[0CYNAPCTBEHHbIA HAY4HbIV LEHTDP 1EPMATOBEHEPONOrUM 11 KOCMETOOr N
MuHucTepcTBa 34paBooxpaHeHus Poccuiickon ®enepaumuu
107076, Poccuitckas ®enepauns, r. Mocksa, yn. Koponesko, a. 3, ¢Tp. 6

Llenb: npeactaBuTb KNMHUYECKUI Cryvai NuHeapHoro IgA-3aBncrMoro GynnesHoro aepmarosaa.
Matepuan n meTtogbl. [NauyeHTke B Bo3pacTe 44 neT, o6paTuBLLENCS C )anobamu Ha BbICkbiNaHus Ha
KOXXEe TYNOBULLIA U KOHEYHOCTEN, CONMPOBOXAABLLNECS BbIPaXXEHHbIM 3y[10M, ObIN NPOBEAEHbl MOPJO-
nornyeckoe nccnenoBaHne bruonTarta KOXU U3 ovara nopakeHus 1 nccnegoBaHne duontara BUAUMO
HEeNopaXKeHHO KOXM METOAOM HEMPAMON UMMYHOMIOOPECLIEHLINN.

PeaynbraThl. Y NalUneHTK C BbIChINAHUSMM B BUAE MHOXECTBEHHbIX MY3bIPbKOB U MENKUX My3blpeit

C NNOTHOW MOKPBILLIKOW, KOTOPbIE rPYNNMPOBaNCh B oUIypbl, HANOMUHAIOLIME XKEMYY>KHbIE OXEeperbs,
o6Hapy»eHO o4aroBoe POPMUPOBaHME cybanuaepmManbHbIX LLenein, Ha ONHOM U3 y4acTKoB — CyHanu-
flepMarbHbIi NMy3bipb, a TakXe NuHeHoe oTnoxeHve IgA Baons 6asansbHon MembpaHsl annaepmuca. Ha
OCHOBaHWUW AaHHbIX KIMHUYECKOW KapTUHbI, TUCTONOMMYECKOro Y MMMYHOMIOOPECLIEHTHOMO NCCNeaoBa-
HUM 6LMONTATOB KOXM ObIN YCTAHOBMNEH AMarHo3 NMHeapHoro IgA-3aBucnMoro qepmMarosa. Perpecc BbiChl-
NaHWin JOCTUrHYT B peaynbTate CUCTEMHON Tepanum NpefHN3010HOM B lo3e 50 Mr B CyTKW.
3akntoyeHune. [na AnarHocTukK nuHeapHoro IgA-3aBucKMoro 6ynnesHoro gepMarosa Heo6xoamMMo npo-
BelleHWe uccneqoBaHns 6ruonTaTa Koy MeToAoM HeNpPsMo UMMyHONoopecLeHLnn. S eKTUBHbIM
cpencTBoM Tepanuu 6oNbHbLIX 3TUM 3ab0oneBaHNEM ABNAOTCH CUCTEMHbIE TTIHIOKOKOPTUKOCTEPOUIbI.

Knto4eBble CrnoBa: GynneaHslie AepMaToabl, IMHEapHbIi IgA-3aBUCUMBIN AepMaTO3, NPERHU3ONOH

KOHQOMUKT MHTEPECOB: aBTopb! 3a9BNA0T 06 OTCYTCTBIN NMOTEHUMANbHOr0 KOHAMMKTa MHTEPecoB, TpedytoLLero
pPacKpPbITUS B [aHHOW CTaThbe.

Ona umtupoBaHng: 3HameHckas J1. @., YukuH B. B., Hedpenosa M. A. JTnHeapHbii IgA-3aBmcUMbI GyrnneaHblin Aepma-
T03. BecTHuk gepmatonorum n BeHeponorin. 2018;94(6):42-51. https://doi.org/10.25208/0042-4609-2018-94-6-42-51
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Linear IgA bullous dermatosis

Ludmila F. Znamenskaya, Vadim V. Chikin’, 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

Aim: to present a clinical case of linear IgA bullous dermatosis.

Materials and methods. A 44 years old patient complaining of skin rashes on the trunk and extremities,
accompanied by severe itching was examined. We carried out a morphological investigation of biopsy
samples derived from the lesion and apparently unaffected skin areas using the method of indirect immu-
nofluorescence.

Results. The patient having rashes in the form of multiple vesicles and small bubbles with a tight cover,
which had been grouped into figures resembling pearl necklaces, demonstrated the presence of focal
subepidermal cracks (subepidermal bubble in one location), as well as a linear deposition of IgA along the
epidermal basement membrane. According to the clinical picture and following the histological and immuno-
fluorescent investigation of skin biopsies, the patient was diagnosed with linear IgA bullous dermatosis. Le-
sion regression was achieved as a result of systemic therapy with prednisolone at a dose of 50 mg per day.
Conclusion. The diagnosis of linear IgA bullous dermatosis should be made on the basis of skin biopsy
investigation by the method of indirect immunofluorescence. Systemic glucocorticosteroids are seen as
an effective approach to the treatment of such patients.
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Il /vHeapHbin IgA-3aBuCKMBIA  Gynne3HbIn  fepMaTos
npeacTaBnseT cob6or ayTOMMMYyHHOe OynnesHoe 3a60-
neBaHue, KOTOpOE XapakTepuayeTcs Tpems KIMHWKO-TU-
CTOMIOTMYECKUMUN KPUTEPUSAMU: BE3MKYNE3HbIE Wn 6yI-
ne3Hble BbICbINaHWSA, MOPaXaroLlme KOXY W CAn3nCTble
060Mn04KK, cy6anuaepmanbHoe pacrionioxXeHne ny3bipen
C MHpUNETPaTOM NPEenMyLLIECTBEHHO HEUTPOMUIIBHOIO Xa-
pakTepa, NiMHeliHoe OTnoXeHue IgA B 30He AepMoanuaep-
MarnbHOro CoeAMHEHUs NPU OTCYTCTBMM AENO3UTOB APYrMX
UMMYHOrNo6ynnHoB [1].

JInHeapHbI  IgA-3aBUCUMBI  ByNnesHbln  gepmMaTos
SIBNsieTCA peakMM 3abonesaHneM. B pasnmyHbIx permoHax
Mupa 3abonesaemMocTb UM BapbupyeT oT 0,23 o 2,3 cny-
Yas Ha MWAMOH YenoBek B rof [2-6]. He yctaHoBneHo
npeobnagaHusa cpeam 60MbHbIX NO pace unu rno nony [6-8].

3aboneBaHve MOXET pa3BuTbCHA B JIIOO6OM BO3pacTe,
OfHaKO CyLLeCTBYIOT ABa BO3PacCTHbIX NuKa 3abonesae-
MOCTU, NEPBbI U3 KOTOPbIX COOTBETCTBYET AETCKOMY BO3-
pacTty [6, 7]. Y oeTei 60ne3Hb U3BECTHA KaK XpOHUYeckoe
6ynne3Hoe 3aboneBaHne geTckoro so3pacta. o gaHHbIM
pasHbiX nccrnegoBaTenen, cpedHuin BO3pacT, B KOTOPOM
y AeTe Ha4umMHanock 3abonesaHue, CocTaBnan ot 2,7 roga
(8 OaHun) po 7,5 ropa (B TyHwuce) [4, 6, 9—-12]. BTopoi nnk
3a6onesaemMocTu nnMHeapHbIM IgA-3aBUCUMbIM GYrNe3HbIM
JepMaTo30M XapakTepu3yeT B3pOCsbiX 60SIbHbIX U COOT-
BeTCTBYeT Bo3pacTy ot 50 go 60 ner [6, 7].

JInHeapHbI  IgA-3aBUCUMBI  ByNnesHbln  gepmMaTos
MOXET 6bITb MANOMATUHECKUM (CMIOHTaHHbIM), KOTOPbIV Ha-
énofaeTcs B 60NbLUNHCTBE Cry4Yaes, U NeKapCTBEHHO-MH-
ayumpoBaHHbIM. Mo gaHHbIM K. Lings 1 A. Bygum (2015),
b y 37,5 % B3pOChbIX 60bHbIX pa3BUTUE 3a6051eBaHUA
6bI510 CBA3AHO C IeKapCTBEHHbIMM Npenaparamm U H1 'y og-
HOro U3 3abonesLUNX feTer B aHaMHe3e He 6bIno ynoTpeo-
neHusa nekapcTs [6].

JlekapcTBeHHbIM npenapaToM, C KOTOPbIM Hawnbo-
nee 4acTto accouumpyeTcsl passBuThe nuHeapHoro IgA-
3aBMCMMOro 6ynnesHoro gepmarosa, fBASeTCH BaHKOMWU-
umH [13, 14]. Opyrumun nekapcTBeHHbIMU npenapaTamu,
C KOTOpbIMM CBSi3blBaNW Pa3BUTUE 3TOrO 3aboneBaHus,
SIBNAIOTCA HECTepovaHble NPOTMBOBOCNANMUTENbHbIE Mpe-
napatbl, NEHULUMNMHBI U LedanocnopuHbl, UHIMOUTOPDI
aHrMOoTEeH3nHNpeBpaLlaLero depmeHTa, JIOKOHa30:,
Bepanamuin, QUroKCuH, nornepamug n metoknonpamug [6].
Pa3Bntne nekapcTBEHHO-MHOYLMPOBAHHOMO JIMHEapHO-
ro IgA-3aBucMMOro 6ynnes3Horo gepMaro3a OTMevasniocb
B TEYEHWe OOHOro MecsiLa nocne Havana npvema Meguka-
mMeHTa [15—17].

K. Lings n A. Bygum (2015) o6Hapy>xunu, 4to cpeg-
HWA BO3pacT Hadana 60Me3HN Yy 60SbHbIX JIMHEAPHbIM
IgA-3aBUCUMBIM GYNNe3HbIM OepMaTto30M, Y KOTOpbIX 3a-
6oneBaHuve 6bI510 CBA3aHO C MPUEMOM JiIeKapCTB, COCTaBW
66,5 roga v 6bi1 Bbile, YeM Y 60MbHBIX C MAMONATUHECKUM
nUHeapHbiM  IgA-3aBUCUMBIM  BYNNE3HBIM - AepMaTo30M,
y KOTOpbIX 3abofieBaHne Ha4nmHanocb B CPegHeM B BO3-
pacte 51 roga [6]. Npu aTOM cnegyeT y4uTbiBaTh, YTO BE-
POSITHOCTb Ha3Ha4YeHWs NIeKapCTBEHHOW Tepanuu noBbiLla-
eTcA ¢ Bo3pacTom [6].

Cpepun conyTcTBylOLMX 3aboneBaHuii Yy 60MbHbIX
namonaTuyecKMm iMHeapHbIM IgA-3aBUCMMbIM BYNE3HBIM
JepMaTo30M AMarHoCTMPOBAaNUCh 310Ka4eCTBEHHbIE HO-
BOOOpa30BaHNA (pak MOJSOYHOM XXenesbl, Me4eHu, Tof-
CTOr0 KULLEYHMKA W npedcTaTeslbHOM >Xenesbl, TONCTOro
KULLIEYHVKA WM MOMKENlyOOYHOW Xenesbl, Nnoyek, remato-
norny4eckne HoBOOGPa30BAHUA: MUENOAMCNIACTUYECKNIA
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CUHOPOM, NUMAdOoMa XOOXKKWHA, MOHOKIOHAaNbHbIe ram-
Manartuun, XPOHWYEeCcKUn NMMAQONEenKos, nnasmaymToma),
3aboneBaHns KULEYHMKA (Uuenuakums, 6one3Hb KpoHa,
A3BEHHbIN KONWUT CO CK/IEPO3MPYIOLLUM XOSIaHMUTOM), CU-
CTeMHas KpacHas BondaHka, 6onesHb LLlerpeHa, ncopuas,
napokcuamMarnbHas HoYHas remornobuHypus [6, 18—28].

Passuntne pgepmarosa CBA3bIBAETCA C HapyLUEHUSMU
Kak rymoparsbHOro, Tak 1 KneTo4Horo MMMYHHOro oteeTa [5].
O6Hapy>eHo, 4TO NMHeapHbI IgA-3aBUCUMBIA BYNNe3HbIN
Jepmarto3 accouMmpoBaH C HOCUTENLCTBOM 4YeSloBEYECKMX
nevikoumtapHbix aHTureHos (HLA) B8, DR3, DQ2, Cw7 [29].
B passuTuM BOCNanuTesibHOM peakuym NpUHMUMAaloT yyactue
HenTpoduibl, 303MHOUILI 1 CD4* T-numdountsl. Mexa-
HU3MOM, KOTOpbIM Aeno3uTbl IgA MoryT cnoco6ctsoBaTb
HOPMMPOBAHUIO HENTPOPUIIBHOrO NHUNETPaTa, ABNaeTCs
nmMMyHHas agresus [30]. WccneposaHus in vitro nokasanu,
YTO HENTPOUIbI HECYT HA CBOEN MOBEPXHOCTU crneumdmn-
yeckne MembpaHHble peuenTtopbl ansa Fc-dparmeHTa IgA
1 NO3TOMy MOryT cBsdbiBaTbCs C IgA [31-35]. CeA3biBaHme
HenTpomnos ¢ IgA MOXeT CTUMynNupoBaTb BblfeneHve
nmM3ocomarbHbIX epMeHToB Hentpocunos [31, 35-37].
JlokanbHas MMMyHHas peakuusi, conpoBOXAatoLascs ne-
rpaHynsaumen HemTpoUNoB, TY4HbIX KNETOK W BblAeneHnem
NPOTEONUTUYECKMX (DEPMEHTOB, NPUBOAUT K NOBPEXAEHUIO
TKaHern 1 hopMUpoBaHuio ny3sbipen [7].

YcTaHOBNEHO, 4TO B pasBuUTUM NnHeapHoro IgA-
3aBMCUMOro 6ynnesHoro gepmarosa npuvHUMaroT yyactue
IgA1-aHTMTena [38]. MuLeHbo ANg 3TUX aHTUTEN ABMSIOT-
Csl pasfnnyHble KOMMOHEHTbI KOMMeKca afre3vu 30Hbl
JepmoanugepmanbHoro coeguHeHust. OCHOBHBIMW aHTUre-
Hamu, K KOTOpbIM Npu nuHeapHoM IgA-gepmaTtose Bbipa-
6aTbiBaloTCA IgA-ayTOoaHTUTEN]A, CUMTaloTCA nonvnenTugbl
BecoMm 97-kDa n 120-kDa, HasBaHHble COOTBETCTBEHHO
LABD97 n LAD-1 [22, 39—41]. OTu nonunentuabl ABNAOTCA
parmeHTamm konnarena XVIl tuna (BP180) — TpaHcMeMm-
6paHHoro 6enka nonygecMocoM, y4acTBYOLLEro B AepMo-
anupgepmanbsHon agresvm [42, 43]. OHn 06pasytoTcs, npo-
TEONUTUYECKM OTLLENNAACH OT 3KToAOMeHa konnareHa XVIi
Tvna[39, 40, 44—46]. Opyrumum ayToaHTUreHamu, K KOTopbIM
MOryT BblpabatbiBaTbCA nNatoreHHble IgA-ayToaHTuTena,
ABNAIOTCA nonHopa3mepHbin BP180, HekonnareHoBbI [0-
meH BP180 (NC)16A, BP230, naMnHuH-332, nammHuH-y1,
a6p4-nHTterpuH, konnared VII tuna n LAD285, koTopbin
npeacTasnseT cobon aHTUreH anvgepMmca U AepMebl, He
asnascek konnareHom VIl Tuna [1, 7, 46-56].

C pasHoobpasvem noTeHunanbHbIX aHTUreHOB-MULLIE-
Hel CBA3bIBAETCA pasnuyHas nokanusaumsa oTrnoxeHun IgA
ayToaHTUTEN B 30HE AepmoanuaepmasibHOro coeguHeHus
y 6011bHbIX IHeapHbIM IgA-3aBUCUMbIM BYNE3HBIM Aepma-
TO30M [22]. Tak, AenoauTbl IgA o6HapyXXnsanuch B CBETIION
nnacTuHke, B MNIOTHON MNACTUHKE W Noj MIOTHOW NNacTuH-
KOW B 30HE AKOPHbIX (OMOPUIN UM BO BCEX 3TUX MecTax
[46, 57—-69]. Y 23 % 60nbHbIX NMHeapHsIM IgA-3aBUCUMBIM
6ynnesHbIM 4epMaTo30M MMMYHO3MIEKTPOHHO-MUKPOCKO-
nuyeckas KapTuHa OoTnoxeHun IgA B 30He aepmosnuaep-
ManbHOro CoeIMHEeHUs XapakTepmnaoBanach «3epKasbHbIM
NM306paxxeHnem», Npn KOTOPOM MMMYHHbIE AenOo3UTbI NIoKa-
Nn30BannCb B BEPXHEN 4acTu CBETMION MACTUHKN, NPUMbI-
Kasl K nonygecmMocomam 1 nog, nioTHON NNacTUHKON B 30He
AKOPHbIX hnbpunn [7, 22].

3aboneBaHne xapakTepuayeTcs XPOHNHECKUM TEHEHU-
em. OCHOBHbIMW hakTOopamu pucka BMTENBHOrO TeHeHus
60ne3Hn cumTaroTcsa Bo3pacT mnagwe 70 neT n nopaxeHue
CnM3nCTbIX ob6onoyek [22]. OTMeYeHO ynyylleHne CoCTo-
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SIHMSA GOMbHbIX NMHeapHbIM IgA-3aBUCUMBIM  BYNIE3HbIM
JepmaTto30oM BO BpeMsi 6€pEMEHHOCTU, YTO CBA3bIBAETCA
C rMuko3unmMposaHnem IgA B NpUCYTCTBUM MOBLILLEHHOIO
KONM4ecTBa 3CTPOreHOB U MPONaKTUHA, YTO BbI3bIBAET KOH-
hopMaLUOHHbIE n3MeHeHNs IgA 1 CHUXeHME X CNoCO6HO-
CTW CBA3bIBATLCA C aHTUreHamm [70].

CobcTBEHHOE HabnofeHue

MaumeHTka M., 44 neT, npoxuBawLwas B CENbCKOMN
MecTHOCTM YHeueHckon Pecny6nuku, noctynuna B otgene-
HWe KnuHudeckon pgepmatonorum OIBY «MHUOK» MuH-
3gpaesa Poccum 29.11.2016 ¢ HanpaBUTeNbHbIM AuarHo-
30M «MHoroopmHas akccygaTMBHas aputema, 6ynnesHas
dopma». BonbHasa npegbsaBnsana Xanobbl Ha BbiCbINAHWA
Ha KOXe TYNOBULLA, BEPXHUX U HUXKHUX KOHEYHOCTEWN, CO-
NPOBOXAABLUMECS BblpaXXEHHbLIM 3Y40M.

Cuutaet cebsa 6onbHOM ¢ ceHTsabps 2016 roga, koraa
BrepBble OTMETUNA NOSIBIIEHWE BbICbINAHUA HA CIIM3UCTOMN
060J104KE MOJSIOCTM pTa M Ha KOXE BEPXHUX KOHEeYHOCTeMn
B BMOE «MNy3bIpbKOB M 3po3uii». B TeyeHne OByx Hepenb
BbICbIMAHNA PacnpoOCTPaHUIINCE Ha KOXY TYNOBULLIA, HUX-
HUX KOHEYHOCTEN, MOJIOBbIX OpPraHoB, COMPOBOXAANMUCH
BblpaXeHHbIM 3ygoM. [MaumeHTka obpaTtunack K Bpa-
yy-fepmartoBeHeposnory B KB no MecTy XuTenbCcTBa, rae
6blS1 yCTAHOBMEH ANarHo3 — «MHOroghopMHasi 3KCcyaaTmB-
Has aputema, 6ynnesHas opma» M npoBefdeHa Tepanus
B YC/OBUSAX CTauuMoHapa npeaHU30/I0HOM MepopasibHO
B no3e 40 Mr B CyTKM C MOCNELYIOLMUM MOCTENEHHbIM
CHWKEHMEM [03bl, a TaKXe Ae3NHTOKCUMKALMOHHAs U Ha-
py>XXHas Tepanusi C MONOXUTENbHbIM 3cdeKkToM. Bbichl-
naHusi NOfHOCTbI0 perpeccupoBany. OgHako 4Yepe3 opHy
HeJeno nocrne NofHOro perpecca BbICbiNaHuM, B OKTA6pe
2016 roga, Ha hoHe NpuemMa NpegHU3o0soHa B gose 7,5 Mr
B CYTKM CHOBa MOSIBUIIUCH MY3bIpHbIE BbICbINAHWUS Ha KOXE
TYynoBuLLA W KOHEYHOCTEW, COMpPOBOXAABLUMECA 3yO0OM,
B CBA3M C 4eM 60NbHasA obpaTunack K gepmaToBeHeposnory
B KB no mecty xutenbcrtea. beina nposegeHa tepanus
npepHn30noHoM 40 Mr B CyTKM NepopasbHO C MNONOXUTENb-
HbIM 3(pHEKTOM B BMAE perpecca Bcex BbiCbiNaHni. bbino
peKoMeHA0BaHO MPOJOMKUTL MPUEM MpPeaHM30sIoHa C Mo-
CTEMNEHHLIM CHUXXEHNEM [03bl.

Mepuop pemuccun coctasun aese Hegenu. B Hos6pe
2016 roga y 60nbHON Ha OOHE BbICTPOro CHMXXEHUSI CYyTOY-
HbIX 03 00 5,5 Mr B CyTKM CHOBA MOSIBUIINCH BbICbINaHWs,
B CBSI3M C YeM MaumeHTKa bblfia rocnMtanmanpoBaHa B cTa-
unoHap ®IrbY «MHUOK» MuHagpasa Poccun.

Mpu NocTynneHun naTonorn4eckmii KOXHbIA npoLecc
HOCWI pacnpoCTPaHEHHbIN XapaKTep, BbiCbINaHWsA NoKanu-
30BajINCb Ha KOXe 3afHel NOBEPXHOCTU LUeu, TySIOBULLA,
BEPXHUX N HWXXHUX KOHEYHOCTEN, B obnactn aroguy. Bbi-
cbinaHus 66K NpeacTaBsieHbl KPYMHLIMU o4araMu apuTe-
Mbl M 3pUTEMaTO3HbIMU 6nsLwKamu (puc. 1).

Mo nepudhepumn apuTEMaTo3HbIX 6MALLEK pacnonaranamcb
MHOXECTBEHHbIE MYy3bIPbKM U MENKWE My3blpu pa3mMepamm
0o 0,5 cm B gnametpe, € NAOTHON MOKPbILLKOM N CEPO3HbIM
COAEPXMMbIM, TPYNNMpysick B purypbl, HanomuHaroLme
XeMUyHoe oxepenbe (puc. 2). Imenuck Takxe 3po3uu,
MOKPbLITble FHOMHO-reMopparnMyeckummn kopkamu. B mectax
NPEXHWX BbICbINAHUA MMPNSHO006Pa3HO pacnonaranuch rv-
NepnUrMeHTUPOBaHHbIE MATHA CBETNIO-KOPUYHEBOrO LIBETA
OKPYMbIX 04epTaHnii pa3Mepom 4o 3 CM B AvameTpe.

Mpu o6cnenoBaHNM KIMMHNYECKUIA aHanmn3 KpoBW Moka-
3an YMepeHHbI NEeNKOLMTO3 (NMpy HOPMasbHbIX 3HAYEHWUSIX
BCEX OCTalbHbIX Noka3aTenen). O6Hapy>XeHO MoBbILLEHWE
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YPOBHSA 06Llero nmmyHornobynuHa E go 126 IU/mn (npu
Hopme 0-87 IU/mn). B 6MoxumMmyeckoM aHanmse KpoBw,
obLeM aHanuse Mouu, Koaryrnorpamme Bce nokasaTenu
B npefenax Hopmel. lMpoBegeHo 6aKkTepmnonornyeckoe mc-
cnepoBaHve Maska co gHa 3po3un — obHapyxeH Staphy-
lococcus epidermidis.

Bbino onpefeneHo KonM4ecTsBO 303UHOMUIIOB B My-
3bIPHOW XWOKOCTN — 8 % (Npu HopMe 2—4 %). Mpw unTono-
rMYecKoM nccnefoBaHnmn Maska-oTrneyaTka co gHa aposun
aKaHTONUTUYECKMNE KIETKN HE OBHApY>XEHbI.

lMpoBepeHoO rucrtonornyeckoe nccnegosaHve duonra-
Ta KOXW M3 oyara nopaxeHus (puc. 3). O6HapyXeHo, 4To
3NUAEPMNC OOBLIYHOW TOSLLMHBI, HA HEKOTOPbLIX y4acTkax
YMEPEHHO aTpouryeH, C He3HauuTebHbIM rmnepkepaTo-
30M, nanunnomMaTto3oM. B BepxHux oTgenax Aepmsbl, He-
NOCPEeACTBEHHO BONM3WN AepMoanuaepMasibHOM rpaHuLbl,
OTMEYaeTCA CKOMMEeHWe CerMeHToAOepHbIX NenKoumToB
C Npu3Hakamu nenkoknasuu. Boons gepmoanugepmarnsHom
rpaHvubl oTMeYaeTc oyarosoe opmupoBaHue cy63anu-
AepMarnbHbIX LWenen, Ha O4HOM U3 y4acTKoB — cybanunaep-
ManbHOro Ny3bIps, 3anofHEHHOrO CePO3HbIM COAEPXUMbIM
M KneTkamu BocnaneHus ¢ npu3Hakamun gucTpouyeckmnx
n3MeHeHuin. MNepuBackynsipHO B MOBEPXHOCTHBLIX U cpes-
HUX oTAenax Aepmbl — yMepeHHble numdounTapHbie 1H-
unsTpaTtbl ¢ NPUMECHI0 6OSLLIOrO KONMM4YecTBa HEemTpo-
OUNBHBIX U 303UHOMUIBHBIX FPaHYNOLMTOB.

3aknioyeHve: BbisBneHHble n3MeHeHns 6onee xapak-
TepHbl gna 6ynnesHoro nemdwuronga. Ana anddepeHum-
anbHOW [OMarHoCTUKM C reprneTudOpMHbBIM  AepMaTUTOM
[opyHra n nuHerHsIM IgA-gepMaTo3oM pekomeHayeTcs
npoBefdeHne PUD (peakunm nmmyHonoopecLeHLnm).

Mpy MMMYHOMOPHONOrMHECKOM MCCNENOBaHMN (peak-
umMa NpsMON MMMyHoIloOpecLieHUMN) Habnganack oT-
YyeTnMBas o4yaroBas U NUHeNHasn ukcaums IgA soons gep-
MO3nuaepManbHOW rpaHuubl, 3Ha4umon dukcauumn IgM,
IgG He oTmeuvanochk (puc. 4). BbisBneHHas vMMyHodO-
opecueHTHas KapTuHa cooTeBeTcTBoBana IgA-nuHeiHomy
aepmaroay.

Ha ocHoBaHUM KIMUHWKO-aHaMHEeCTUYeCcKux u nabopa-
TOPHbIX AaHHbIX (Mpamas PU®, ructonornyeckoe nccnepo-
BaHWe 6uonTaTa KOXW, uccrnefoBaHue coaepXumoro ny-
3bIpA U LUTONOMM4YECKoe uccrnegoBaHve) Obin BbiCTaBneH
OnarHos «nuMHeapHbln IgA-3aBucUMbIA 6yNnesHsbln gepmMa-
TO3» (puc. 4).

BonbHOM 6b111 Ha3Ha4veH gancoH B go3e 100 Mr B cyT-
KW, OHAKO Ha hoHe NPOBOAMMON Tepanuu B Te4eHune og-
HOW Hefenu BbICbINaHUS MPoAomMKanu nosenaTecs. bbina
nposefeHa Tepanua: npeaHn3osnoH 60 Mr + 0,9 % pacTteop
xnopuga Hatpus 400,0 Mn BHYTPUBEHHO KanenbHo Ne 1,
npegHn3onoH 15 Mr B cyTku nepopanbHo, gancoH 100 mr
B CyTKu, TaBermun 2 mn B/M Ne 10, naHaHruH no 1 ta6n.
3 pasa B cyTku, ome3 20 Mr B CyTKW, Kanbuuii D, Hukomeq
no 1 Ta6n. 3 pasa B CyTKWU, HAPY>XHO — a3po30/ib [Monb-
KOPTONOH, pacTBop dykopuuHa. Ha dhoHe nposogumon
Tepanuu B Te4YeHWe Hedenu BbICbINaHWs nNpogoskany no-
ABMATLCSH, B CBA3W C 4YeM [03a JancoHa 6bina nosbileHa
0o 150 Mr B cyTKu. Bbicbinanus npofomxanu nosiBnsaTbes,
M 6bINI0 NPUHATO peLLeHne OTMEHWUTb JAnCOH U Ha3Ha4UTb
npeaHU30soH B o3e 50 Mr B CYyTKU.

Yepes Tpu OHA Tepanuu NPenHU3ONOHOM OTMeYeHa
NonoXuTenbHas AuHaMuKa co CTOPOHbI KOXHOro npouecca
B BMe NpeKpaLleHUs NosiBNIeHNs: HOBbIX BbICbINaHWA, 3Mu-
Tennaaumm 3po3nii, YMeHbLUEHUS MHTEHCUBHOCTW 3yaa Ha
KOXe TYNOBULLA, BEPXHUX N HUXKHUX KOHEYHOCTEN. BornbHown
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Puc. 1. JIuneapHbIii IgA-aepmaros. 3putema, nysbipbki 1 MENKIAE Ny3bIpi Ha KOXE TYNOBMLLA, BEPXHUX 1 HKHUX KOHEYHOCTE
Fig. 1. Linear IgA dermatosis. Erythema, vesicles and small blisters on the trunk, upper and lower extremities

6bI110 PEKOMEHA0BAHO NPOAOMKaTh TEPanuIo NPeaHU30s10-
HOM B [103€ 50 Mr B CyTKU NepoparnbHO nof HabmiogeHneM
Bpada-1epMaToBeHeporiora no MecTy XWUTenbCTBa ¢ NocTe-
MEHHbIM MEAJIEHHbIM CHUXEHWEM CYTOYHOM [03bl NPeaHu-
30M10Ha C YY4ETOM KITMHUYECKUX NPOSIBAEHUIA.

06cyxpaeHue U 3aKnoYeHne

OunarHoctuka nuHeapHoro IgA-3aemcmumoro 6ynne3Horo
[epMaTo3a OCHOBbIBAETCS Ha aHaNM3e KIIMHUYECKNX NposiB-
TNleHniA 3aboneBaHns, pe3ynbTaTtoB MMCTONOMMYECKOrO N UM-
MYHOJIIOOPECLIEHTHOO UCCNEAOBaHMIA GUOMTATOB KOXMU.
MopaxeHne KOXWU y 60MbHbIX NMHeapHbIM IgA-3aBUCUMbIM
6ynne3HbIM 4epMaTo30M 06bIYHO PaCcNpPOCTPaHEHHOE U Han-
60riee BbIPaXeHO B HUXKHEN MOMOBMHE TYSOBMLLIA, @ Takxke
B obractu 6efep, Aroguvu, 3ansiCTuin U JIOKTEBbIX CyCTaBoB,
reHuTanuii, Ha BOJNIOCUCTOM 4YacTW TOMOBbI, NMLUE M LUEe.
B pmeTckom BO3pacTe H4acTo MOpaxaeTcs Koxa BOKpYr pTa
1 B NPOMEXHOCTU. BbiCcbiNaHusi xapakTepuaytoTcst NOMMop-

h3MOM 1 NPOSIBASIOTCS PACMONOXEHHbIMU Ha (hOHE 3puUTe-
Mbl nanynamu, nanynoBe3vkKynamu, Be3ukKynamm u ny3blps-
MW C NSIOTHOW MOKPbILLKOW [71].

Ouyaru nopaxeHuss MOryT 6biTb KOMbLEBUAHBIMA UK
NONUUMKNNYECKMMU. XapakTepHo dopmmpoBaHue mMy3bl-
peri No nepudepun 3pMTEMATO3HOrO o4ara MnopaxKeHus
B BUOE «)KEMYYXXHOI0 oxepenbs» [6, 72]. Y HaxogmBLLencs
nof Halnm HabnogeHneM 601bHON UMENNCH BbICbINaHUS,
rpynnupoBaBLUMECS B BULOE «XEMYY>XHOr0 OXepesbsi», YTO
yKasbiBasio Ha KAWMHUYECKMI OuarHo3 nuHeapHoro IgA-
3aBUCUMOro 6ynnesHoro gepMarosa. OTOT CUMMNTOM Yallle
HabnopaeTca y geten, 4em y B3pocnbix [56]. J. Gottlieb
M COaBT. Habnoganu ero Tofbko y 35 % B3pochbiX 605b-
HbIX NIMHeapHbIM IgA-gepmaTto3om [22]. BoamoxHa repne-
TMhOPMHas rPyNNMPOBKa 31EMEHTOB CbIMMU.

MopaxeHne CcnmM3ncTbix 060NI0HEK ObINO OTMEYEHO
y 42,6 % 60nbHbIX NMHeapHbIM IgA-3aBUCMMbIM 6ynnes-
HbIM JepMaTo30M U MOXeT npeobnagatb B KIIMHNYECKON
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Puc. 2. JIuneapHbIii IgA-aepmaros. CUMATOM «0Xepenbs». IpUTEMATO3HO-0TE4HbIE BASLLKI, N0 NepUdepUY KOTOPbIX PacMONarakTCs ny3bipy
Fig. 2. Linear IgA dermatosis. Skin lesion in the form of necklace. Erythematous and edematous plaques with blisters on the periphery

Puc. 3. JuneapHbiin IgA-aepmaros. Mopdonoriieckoe uccneoBaxine buontara Puc. 4. JnneapHbiii IgA-aepmaros. JinHeiiHoe otnoxeHue IgA Baonb 6a3anbHol
KOXM 13 04ara nopaxeHus. 04arooe HopM1poBaHie cy63nnaepManbHbIX Mem6paHbl 3nuzaepmica. Peakuns nmmyHodoopectieHumn, x600

Lieneit (ykasaHo ctpenkamu). B BocnanuTenbHoM MHUnLTpaTe npeobnagaot Fig. 4. Linear IgA dermatosis. Linear deposition of IgA along the epidermal base-
HEMTPOUIbHBIE 11 303MHO(IUABHBIE FPAHYNOLMTLI. OKPACcKa FeMaToKCIINHOM 1 ment membrane. Immunofluorescence, x600

3031HoM, x100

Fig. 3. Linear IgA dermatosis. Morphological study of skin biopsy from the lesion
area. Focal formation of sub-epidermal cracks (indicated by arrows). Neutro-
philous and eosinophilous granulocytes prevail in the infiltrate. Staining with
hematoxylin and eosin, x100
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kapTuHe 3abonesaHus [22]. Bo3MOXHO faxe WX W30Mnu-
poBaHHOe nopaxeHue. Hanbonee yacto nopaxaroTcs Mno-
NOCTb pTa 1 opraH 3pexus [7, 9]. MoryT 6bITb NopaxeHbl
NonocTb HOCa, MMOTKa, ropTaHb, NULWeBop, reHTanum, o6-
nactb aHyca [7, 9, 42, 56, 73]. Y 6 % 60S1bHbIX OTMEYEHO
TSKENnoe nopaxeHue CNU3UCTbIX 060M0YEeK C pasBUTUEM
CTEeHO3a ropTaHn Ny CUHEXUI KOHBIOHKTUBEI [22].

BbicbinaHnsi CONPOBOXAAKTCA 3YAOM U XOKEHUEM, UH-
TEHCUBHOCTb KOTOPbIX MOXET ObITb pasnuyHon — oOT cna-
6011 [0 BbipaxeHHo [6]. BcneacTteue pacyecbiBaHUS Ny3bl-
pv MOTyT BCKPbIBATLCA C 06pa3oBaHNEM 3p03UI U KOPOK.

Pa3Hoobpasmne KNMHMYECKNX NPOosSBNEHNA NIMHeapHoro
IgA-3aBucumoro 6ynnesHoro gepmartosa Tpebyet andde-
peHunanbHONn AMarHoCTUKU ¢ Apyrummn 3aboneBaHusMn
KOXWN N CNN3NCTbIX obonoYek. Y aeten 3abonesaHune cne-
gyeT otnuyatb OoT 6ynne3Horo UMNeTUro, MHOroopmHoOM
apuTeMbI, NPOCTOro repneca v BETPSHOM ocnbl [6]. Y B3poc-
NbIX NMHeapHbIv IgA-3aBMUCUMBIN BYNNe3HbIn aepMaTos oT-
nvyaloT oT 6ynnesHoro nemdurovga, reprnetntopmMHoro
Jepmarura, npuobpeTeHHoro 6ynnesHoro anuaepMonuaa,
TOKCUYECKOro anugepmasnibHoro Hekponuaa [5, 6, 43, 57,
74]. N3pepka BbICbiNaHus nuHeapHoro IgA-3asucumoro
6ynnesHoro pepmarosa MOryT HanomuHaTb yanosatoe
npypuro, KopenofobHble NeKapCTBEHHbIE BbIChbINaHUSA,
KpanveHuLY 1 aepMmaTtoduTmio [6, 75—79].

HOnarHoctrka nuHeapHoro IgA-3asmucmumMoro 6ynnesHo-
ro gepmatosa TpebyeT nposedeHuss Moponornyeckoro
uccnegosaHua 6uonTara KoXu U3 CBeXero o4ara nopa-
XeHUs 1 nccnegosaHve 6uonTtara BUANMO HENOPaXKeHHOM
KOXM METOAOM MMMyHodntoopecueHumn. Hanbonee npea-
NOYTUTENIbHBIM MECTOM S GUOMCUM KOXWN CYUTAETCS CMu-
Ha [22]. BuonTatbl KOXW nNpeanneybs 06bIMHO He JatoT Mo-
noxutenbHoro pesynerata [56, 80].

Mpn ™MopdonornyeckoM wnccnegosaHun  6uonTarta
KOXM BbISIBMISETCA Cy6anuaepmaribHbIi My3bipb C NpevMMy-
LLIECTBEHHO HEeNTPOUIbHBIM WMHUNETPATOM B MOBEPX-
HOCTHOW 4YacTu AepMbl BOOMb 30HbI 6a3anbHOM Membpa-
Hbl, 60Mee BbipaXeHHbIM B 30He AepMo3anugepManbHOro
coeguHeHns [6]. OpgHako Mopdhonorndyeckme U3MeHeHus
npu nuHeapHoM IgA-gepmMatose MOryT xapakrepusoBaTb-
ca 6onbunm pasHoobpasunem. J. Gottlieb n coasTt. (2017)
npv MOpcONOrMYeCKOM nccrnefoBaHn 6MONTaToB KOXK Y
30 % 60rbHbIX IMHeapHbIM IgA-AepMaTo3oM BbIABMIN Xa-
pakTepHble Ans reprnetMopMHoro fAepmarurta AdopuHra
HenTpodubHbIE MUKpoabCcLEeCcChl B COCOYKax Aepmsbl, a 'y
28 % — 303NHOPUIBHBIA MHPUNBETPAT B fiepMe, KOTOPbIN
MOXeT HabnogaTbcs npu 6ynnesHom nemduronge [22].

B pesynbrate mccnegosaHus 6uontata BMAUMO 300-
POBOM KOXWM METOAOM UMMYHOMIIIOOPECLEHLMA Y BOMNbHBLIX
BbISBNAIOTCA JIMHENHbIE OTNOXeHus IgA BOonb 6asanbHomn
MeMO6paHbl B 30He AepMO3anMaepMarnbHOro coegmHeHus [22].
O6Hapy>eHre NUHenHbIX Aeno3unToB IgA BAonb 6a3asibHon
MeMO6paHb! y Halleln NaumMeHTKM No3BOMNIIO YCTaHOBUTL Ana-
rHO3 «JIMHeapHbIN IgA-3aBMUCUMBIA BYNNE3HbIN epMaTos».

Penko BmecTe ¢ genosutamu IgA MoryT Takxe 6bITb 06-
Hapy>eHbl, HO He nNpeobnapatb otnoxenus IgG, IgM n C3-
KOMMNOHeHTa koMnnemenTa [6, 7, 81-85]. Mo gaHHbIM K. Lings
n A. Bygum (2015), otnoxeHus C3-KOMNOHeHTa KOMMeMeH-
Ta 06HapyxeHbl y 40 % 60sbHbIX C MOMOMNATUYECKUM NMHeap-
HbIM IgA-3aBUCUMBIM BYNNe3HbIM 4epMaTo3oM, HO He 6binn
HangeHbl y 60MbHbIX, Y KOTOPLIX 3a6oneBaHnemM 6bIno acco-
LMMPOBaHO C NPMEMOM NEKapCTBEHHbLIX CPeacTs [6].

Y 19 % 60nbHbIX OTNOXeHWs IgA B 30He AepmMoanuaep-
MasbHOro coeHeHUs HOCUIN CMEeLLaHHbIN NIMHENHO-rpa-
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HYNAPHBIA XapakTep, YTO 3aTpyaHsAeT anddepeHumansHyo
OMarHocTuky ¢ reprnetMdopMHbIM fepmatutom [22, 57].
B Takumx crnyyasx ans ucknioveHua repnetudopmMHoro aep-
MaTtuta [opuHra y4uTbiBalOT KIMHUYECKME NPOSBIEHUSA
3aboneBaHns, OTCYTCTBME CUMMTOMOB NOPaXKeHUs1 TOHKOro
KuLLeYHuKa [6, 22].

Mpn Ha3Ha4yeHUn neyveHnss B6OMbHbIX NMHeapHbIM IgA-
3aBNCMMbIM GYNMesHbIM AepMaTo30M HEOOXOAUMO YYecTb
BO3MOXHYIO CBfiI3b PasBuUTUA GOMIE3HN C NpUemMoM nekap-
CTBEHHbIX Npenapartos. B Takmx cnyyasax Heo6xoanmo npe-
KpatuTb NpuemM NpU4MHHO-3Ha4YMMOro npenapara [6].

OCHOBHbIM JIeKapCTBEHHbIM MpenapaToM A1 fieyeHus
60MbHbIX NMHeapHbIM IgA-3aBucuMbIM GynnesHsIM gepma-
TO30M fIBMSETCA AArCOH, KOTOPbIN Ha3Ha4yaloT B BUAE MOHO-
Tepanuu nnv B KOM6GuHaLmmn ¢ NpeaHn3onoHomMm [6, 7, 10, 23].
MokazaHa 9MMEKTUBHOCTb Tepanuu B3POCHbIX OOMbHbIX
NHeapHbIM IgA-3aBMCUMBIM ByNNe3HbIM AepMaTo30M Npu
Ha3HayYeHun gancoHa B go3e 50—150 mMr B cyTku n/unu npea-
Hu3onoHa 0,5—1 mr/kr maccel Tena B cyTku. [eTam JancoH
Ha3Ha4anu B go3e 0,5—2 Mr/Kr macchl Tena B CyTKW, NPeaHu-
30/10H — B go3e 0,5—1 Mr/kr maccbl Tena B CyTKu [6].

OpHako y HaxogvBLUencs nog HawuvMm HabnogeHnem
naumMeHTKn Tepanus OancoHOM He 6bina 3deKTUBHON.
B cnyyae HeahheKTUBHOCTH NN HENEPEHOCMMOCTU MOHO-
Tepanuu JarncoHoM AN CUCTEMHOWN Tepanun 605bHbIX NK-
HeapHbIM IgA-3aBUCKMbIM BYNNE3HbLIM epMaTo30M U TH-
Xenoro TeveHus sabonesaHns MOryT 6biTb MCMOML30BaHbI
rMIOKOKOPTUKOCTEPOUAbI, CynbdacanasvH, MeToTpekcaT
MM UMMYHOAENPECCaHTbI MO BbIGOPY — LKnodochamug,
MUKohbeHonata ModeTun, uuknodocdamug, putykcmman,
asaTuonpuH, BHYTPUBEHHbIE MMMYHOrnoo6ynuHel [1, 5-7,
22, 86, 87]. B cny4ae TSXenoro nopaxeHus CRn3uCTbIX
060M104eK cpasy Ha4ymHanu Tepanuio umknogochammoom
[22]. Y Hawwen nauneHTKn 3HaunTensHoe ynyylueHve 6b1no
OOCTUrHYTO Nocfe HasHavYeHns NpegHn3onoHa nepoparnb-
HO B [o3e 50 Mr/Kr Macchl Tena B CYTKMW.

[na Hapy>XHOM Tepanun peKoMeHOYHTCs KOPTUKOCTe-
pouaHble npenapatbl BbICOKOW U O4EHb BbICOKOW aKTUBHO-
ctu [22]. Mpu pa3suTum peunamnsa 3abonesaHus Ha oHe
Tepanuu o3y Ha3Ha4aemoro fiekapCcTBeHHOro npenapara
nosbILLAoT [6].

CuuTtaeTcsl, YTO NleYeHne He OOMKHO MpeKpallaTbes
0O Tex nop, Noka He 6yayT NosnyyeHsl oTpuuaTenbHble pe-
3yneTatbl UMMYHOMITIOOPECLIEHTHOMO MCCNefoBaHus 6uo-
nrata KoXu U3 y4actka, B KOTOPOM paHee obHapyXxusanm
cBeyeHune IgA [22, 88].

OTMeYeHo, 4TO B pes3ynbrate fle4eHus KInHu4eckas
pemuccus 6bina goctTurHyTa y 36 % 60MbHbIX JIMHEeapHbIM
IgA-3aBUCUMBIM BYNNEe3HbIM AepMaTo3oM, Y 29 % 60MNbHbIX
Ha hoHe Tepanuu Habn[anocb peunansmpyoLLliee Teye-
Hune 60nesHn, y 35 % — BbICbINaHWUA COXPaHANINCL Ha BCEM
NPOTSXXEHUN NedeHuns [22].

OnvtensHOCTL neYveHus feten, 60sbHbIX NIMHeapHbIM
IgA-3aBuCUMBIM H6yNNesHbIM AepMaTo30M, A0 HACTYNeHns
pemunccumn coctaemna ot 2 go 6 net, B cpegHem 3,2 roga.
MpoJomKMUTeNbHOCTL Tepanuu B3POCHbIX 6GOMbHBLIX CO-
ctaBuna ot 1 Mecaua go 22 net, B cpegHem 4,1 roga [6].
T. Chorzelski n coasT. (1991) oTmMeTUNn pasBuTUE KINNHKU-
4YeckKoWn peMmnccum B cpegHeM Yepes 5,6 roga Tepanun [43].

MpoJoMKMUTENBHOCTL  fIeYEeHUsT B3POCSbIX  6O0SbHbIX
C wmngunonatuyeckmm nuHeapHbiM IgA-3aBUCMMBbIM  6YyI-
nesHbIM gepmaTo3oM cocTaBuna ot 1 go 22 net (B cpel-
HeM 6,9 roga). bonee 6bICTPOE HACTyMNJIEHNE PEMMUCCUU
OTMeYeHO Yy 60sbHbIX NMHeapHbIM IgA-3aBUCUMBIM BYyI-
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ne3HbIM AepMaTo30M, acCoLUMpOBaHHbIM C NPUEMOM fie-
KapCTBEHHbIX CPeACTB. B 60MbLMHCTBE cry4aeB BbiCbINa-
HMA Y 3TUX 6ONBHLIX PerpeccnpoBani B CPOK A0 5 MecsLes
nocne OTMeHbl NEKapCTBEHHOro npenapara, C KOTOpbIM
6b1110 CBA3aHO pa3BuTMe 6onesHu [6].

Moka3aHo, 4TO Ha NPOrHO3 3abofieBaHNsA He BAMANO
npucyTtcTBue IgG-0eno3MToB M OCOBEHHOCTU foKanusa-
LMW UMMYHHbIX OEeMN031TOB B 30HE AEPMO3NMAEPMASIbHOMO
coeauHeHus. [na geten NporHo3 cuntaeTcs 6onee 6naro-
nNpuaTHbIM [22]. OTMeYeHO HacTynneHne AnUTeNbHON pe-
Mucecumn y 62 % peten [12].

Takvm ob6pasoMm, Ans AnMarHocTUKK nuHeapHoro IgA-3a-
BMCUMOro O6yNnne3Horo depmaro3a HeoOXOAMMO He TOJb-

KO Mopposiornyeckoe uccnegosaHne ouontara Koxu u3
ovyara nopaxeHus, HO U uccnegosaHne éuontarta BUAUMO
HernopaxeHHON KOXW MeToAoM MpsSMOV MMMYHooopec-
ueHumn. OTO ucCregoBaHWe MO3BOSAET ONpefenvTb Tvn
naToreHHbIX ayToaHTUTEeN, XapakTep W nokKanusaumio ux
OTNOXEHUs B KOXe. HecMoTps Ha AaHHble nutepatypbl 06
3O(PEKTUBHOCTU AarncoHa B feYeHnn 60MbHbIX NMHeapHbIM
IgA-3aBrCMMbIM BYyNNesHbIM AepmMaTo3oM, Y HaxoamBLLEN-
cA nop HawvM HabnwogeHnem 60nbHON Tepanus arncoHoM
6bIna HeapPEeKTMBHOM, YTO MOTPEOOBANO OTMEHbI 3TOro npe-
napara v HasHa4yeHusi CUCTEMHON Tepanum NpegHN3010HOM.
TepaneBTnyecknin 3heKkT 661N JOCTUTHYT B pesynsraTte cu-
CTEMHOI1 Tepanum npeaHm3onoHom B gose 50 mr 8 cyTku. i

Jlutepatypa/References

1. Egan C. A, Zone J. J. Linear IgA bullous dermatosis. Int J
Dermatol. 1999;38:818-827.

2. Zillikens D., Wever S., Roth A. et al. Incidence of autoimmune
subepidermal blistering dermatoses in a region of central Germany. Arch
Dermatol. 1995;131:957-958.

3. Bernard P., Vaillant L., Labeille B. et al. Incidence and distribution
of subepidermal autoimmune bullous skin diseases in three French regions.
Bullous Diseases French Study Group. Arch Dermatol. 1995;131:48-52.

4. Nanda A., Dvorak R., Al-Sabah H., Alsalen Q. A. Linear IgA
bullous disease of childhood: an experience from Kuwait. Pediatr Dermatol.
2006;23:443-447.

5. Chaudhari S., Mobini N. Linear IgA Bullous Dermatosis: A rare
clinicopathologic entity with an unusual presentation. J Clin Aesthet Derma-
tol. 2015;8(10):43-46.

6. Lings K., Bygum A. Linear IgA bullous dermatosis: a retrospective
study of 23 patients in Denmark. Acta Derm Venereol. 2015;95:466-471.

7. Fortuna G., Marinkovich M. P. Linear immunoglobulin A bullous
dermatosis. Clin Dermatol. 2012;30:38-50.

8. Mintz E. M., Morel K. D. Clinical features, diagnosis, and
pathogenesis of chronic bullous disease of childhood. Dermatol Clin.
2011;29(3):459-462.

9. Wojnarowska F., Marsden R. A., Bhogal B., Black M. M. Chronic
bullous disease of childhood, childhood cicatricial pemphigoid, and linear
IgA disease of adults. A comparative study demonstrating clinical and
immunopathologic overlap. J Am Acad Dermatol. 1988;19(5 Pt 1):792-805.

10. Kanwar A. J., Sandhu K., Handa S. Chronic bullous dermatosis of
childhood in north India. Pediatr Dermatol. 2004;21:610-612.

11.Kenani N., Mebazaa A., Denguezli M. et al. Childhood linear IgA
bullous dermatosis in Tunisia. Pediatr Dermatol. 2009;26:28-33.

12. Kharfi M., Khaled A., Karaa A. et al. Linear IgA bullous dermato-
sis: the more frequent bullous dermatosis of children. Dermatol Online J.
2010;16:2.

13. Carpenter S., Berg D., Sidhu-Malik N. et al. Vancomycin-associ-
ated linear IgA dermatosis. A report of three cases. J Am Acad Dermatol.
1992;26:45-48.

14, Fortuna G., Salas-Alanis J. C., Guidetti E., Marinkovich M. P.
A critical reappraisal of the current data on drug-induced linear
immunoglobulin A bullous dermatosis: a real and separate nosological
entity? J Am Acad Dermatol. 2012;66(6):988-994.

15.Ho J. C., Ng P. L., Tan S. H., Giam Y. C. Childhood linear IgA
bullous disease triggered by amoxicillin-clavulanic acid. Pediatr Dermatol.
2007;24(5):E40-E43.

B Vestnik Dermatologii i Venerologii. 2018;94(6):42—-51

16. Nousari H. C., Costarangos C., Anhalt G. J. Vancomycin-associated
linear IgA bullous dermatosis. Ann Intern Med. 1998;129(6):507-508.

17.Navi D., Michael D. J., Fazel N. Drug-induced linear IgA bullous
dermatosis. Dermatol Online J. 2006;12(5):12.

18. McEvoy M. T., Connolly S. M. Linear IgA dermatosis: association
with malignancy. J Am Acad Dermatol. 1990;22:59-63.

19.Van der Waal R. I, van de Scheur M. R., Pas H. H. et al. Linear
IgA bullous dermatosis in a patient with renal cell carcinoma. Br J. Derma-
tol. 2001;144:870-873.

20. Shipman A. R., Reddy H., Wojnarowska F. Association between
the subepidermal autoimmune blistering diseases linear IgA disease and
the pemphigoid group and inflammatory bowel disease: two case reports
and literature review. Clin Exp. Dermatol. 2012;37:461-468.

21. Mavragani C. P., Asvesti K., Moutsopoulos H. M. Linear IgA
dermatosis in a patient with primary Sjogren’s syndrome. Rheumatology.
2013;52:403-404.

22. Gottlieb J., Ingen-Housz-Oro S., Alexandre M. et al. Idiopathic
linear IgA bullous dermatosis: prognostic factors based on a case-series of
72 adults. Br J Dermatol. 2017;177 (1):212-222.

23. Horiguchi Y., lkoma A., Sakai R. et al. Linear IgA dermatosis: re-
port of an infantile case and analysis of 213 cases in Japan. J Dermatol.
2008;35 (11):737-743.

24. Taniguchi T., Maejima H., Saito N. et al. Case of linear IgA bullous
dermatosis-involved ulcerative colitis. Inflamm Bowel Dis. 2009;15(9):1284—
1285.

25.Paige D. G., Leonard J. N., Wojnarowska F. et al. Linear IgA
disease and ulcerative colitis. Br J Dermatol. 1997;136(5):779-782.

26. Cooke N., Jenkinson H., Wojnarowska F. et al. Coexistence of
psoriasis and linear IgA disease in a patient with recent herpes zoster
infection. Clin Exp Dermatol. 2005;30(6):643-645.

27. Takagi Y., Sawada S.Yamauchi M. et al. Coexistence of psoriasis
and linear 1gA bullous dermatosis. Br J Dermatol. 2000;142(3):513-516.

28.Tobon G. J., Toro C. E., Bravo J. C. et al. Linear IgA bullous
dermatosis associated with systemic lupus erythematosus: a case report.
Clin Rheumatol. 2008;27(3):391-393.

29. Collier P. M., Wojnarowska F., Welsh K. et al. Adult linear IgA
disease and chronic bullous disease of childhood: the association with
human lymphocyte antigens Cw7, B8, DR3 and tumour necrosis factor
influences disease expression. Br J Dermatol. 1999;141(5):867-875.

30.Hendrix J. D., Mangum K. L., Zone J. J., Gammon W. R.
Cutaneous IgA deposits in bullous diseases function as ligands to mediate
adherence of activated neutrophils. J Invest Dermatol. 1990;94(5):667-672.



31. Spiegelberg H. L., Lawrence D. A., Henson P. Cytophilic properties
of IgA to human neutrophils. Adv Exp Med Biol. 1974;45(0):67—74.

32. Fanger M. W., Shen L., Pugh J., Bernier G.M. Subpopulations of
human peripheral granulocyes and monocytes express receptors for IgA.
Proc Natl Acad Sci USA. 1980;77(6):3640-3644.

33. Fanger M.W., Pugh J., Bernier G.M. The specificity of receptors
for IgA on human peripheral polymorphonuclear cells and monocytes. Cell
Immunol. 1981;60(2):324-334.

34. Fanger M. W., Goldstine S. N., Shen L. Cytofluorographic analysis
of receptors for IgA on human polymorphonuclear cells and monocytes and
the correlation of receptor expression with phagocytosis. Mol Immunol.
1983;20(9):1019-1027.

35. Fanger M. W., Goldstine S. N., Shen L. The properties and role of
receptors for IgA on human leukocytes. Ann N Y Acad Sci. 1983;409:552—
563.

36. Sibille Y., Delacroix D.L., Merill WW. et al. IgA-induced
chemokinesis of human polymorphonuclear neutrophils: requirement of their
Fc-alpha receptor. Mol Immunol. 1987;24(6):551-559.

37. Weisbart R. H., Kacena A., Schuh A., Golde D. W. GM-CSF
induces human neutrophil IgA-mediated phagocytosis by an IgA Fc receptor
activation mechanism. Nature. 1988;332(6165):647—648.

38.Egan C. A, Martineau M. R., Taylor T. B. et al. IgA antibodies
recognizing LABD97 are predominantly IgA1 subclass. Acta Derm Venereol.
1999;79(5):343-346.

39. Zone J. J., Taylor T. B., Kadunce D. P., Meyer L. J. Identification
of the cutaneous basement membrane zone antigen and isolation of
antibody in linear immunoglobulin A bullous dermatosis. J Clin Invest.
1990;85:812-820.

40. Zone J. J., Taylor T. B., Meyer L. J., Petersen M. J. The 97
kDa linear IgA bullous disease antigen is identical to a portion of the
extracellular domain of the 180 kDa bullous pemphigoid antigen, BPAQ2.
J Invest Dermatol. 1998;110:207-210.

41, Marinkovich M. P., Taylor T. B., Keene D. R. et al. LAD-1, the
linear IgA bullous dermatosis autoantigen, is a novel 120-kDa anchoring
filament protein synthesized by epidermal cells. J Invest Dermatol.
1996;106:734-738.

42.Guide S. V., Marinkovich K. D. Linear IgA bullous dermatosis.
Clin Dermatol. 2001;19(6):719-727.

43. Chorzelski T. P., Jablonska S., Maciejowska E. Linear IgA bullous
dermatosis of adults. Clin Dermatol. 1991;9(3):383-392.

44.7illikens D. BP180 as the common autoantigen in blistering
diseases with different clinical phenotypes. Keio J Med. 2002;51:21-28.

45. Hirako Y., Nishizawa Y., Sitaru C. et al. The 97-kDa (LABD97) and
120-kDa (LAD-1) fragments of bullous pemphigoid antigen 180/type XVII
collagen have different N-termini. J Invest Dermatol. 2003;121:1554-1556.

46. Zhou S., Ferguson D. J., Allen J., Wojnarowska F. The localization
of target antigens and autoantibodies in linear IgA disease is variable:
correlation of immunogold electron microscopy and immunoblotting. Br J
Dermatol. 1998;139:591-597.

47 Darling T. N., Cardenas A. A, Beard J. S. et al. A child with
antibodies targeting both linear IgA bullous dermatosis and bullous
pemphigoid antigens. Arch Dermatol. 1995;131:1438-1442.

48. Ghohestani R. F., Nicolas J. F., Kanitakis J., Claudy A.
Linear IgA bullous dermatosis with IgA antibodies exclusively directed
against the 180- or 230-kDa epidermal antigens. J Invest Dermatol.
1997;108:854-858.

49, Tsuchisaka A., Ohara K., Ishii N. et al. Type VII collagen is the
major autoantigen for sublamina densa-type linear IgA bullous dermatosis.
J Invest Dermatol. 2015;135:626-629.

50.Li X., Tsuchisaka A., Qian H. et al. Linear IgA/IgG bullous der-
matosis reacts with multiple laminins and integrins. Eur J Dermatol.
2015;25:418-423.

51.Seta V., Aucouturier F., Bonnefoy J. et al. Comparison of 3 type
VIl collagen (C7) assays for serologic diagnosis of epidermolysis bullosa
acquisita (EBA). J Am Acad Dermatol. 2016;74:1166-1172.

HABJIIOOEHWE N3 MPAKTUKW / CLINICAL CASES 4 50

52.Zillikens D., Herzele K. Georgi M. et al. Autoantibodies in a
subgroup of patients with linear IgA disease react with the NC16A domain
of BP1801. J Invest Dermatol. 1999;113:947-953.

53. Allen J., Wojnarowska F. Linear IgA disease: the IgA and IgG
response to the epidermal antigens demonstrates that intermolecular
epitope spreading is associated with IgA rather than IgG antibodies, and is
more common in adults. Br J Dermatol. 2003;149:977-985.

54. Lally A., Chamberlain A., Allen J. et al. Dermal-binding linear IgA
disease: an uncommon subset of a rare immunobullous disease. Clin Exp
Dermatol. 2007;32:493-498.

b5. Sakaguchi M., Bito T., Oda Y. et al. Three cases of linear 1gA/IgG
bullous dermatosis showing IgA and IgG reactivity with multiple antigens,
particularly laminin-332. JAMA Dermatol. 2013;149:1308—1313.

56. Venning V. A. Linear IgA disease: clinical presentation, diagnosis,
and pathogenesis. Dermatol Clin. 2011;29:453-458.

57.Leonard J. N., Haffenden G. P., Ring N. P. et al. Linear IgA
disease in adults. Br J Dermatol. 1982;107:301-316.

58.Yaoita H., Katz S. I. Immunoelectron microscopic localization of
IgA in skin of patients with dermatitis herpetiformis. J Invest Dermatol.
1976;67:502-506.

59. Pehamberger H., Konrad K., Stingl G., Holubar K. Immunoelectron
microscopy of linear dermatitis herpetiformis: report of a case. Acta Derm
Venereol. 1977;57:462—465.

60. Dabrowski J., Chorzelski T. P., Jablorska S. et al. The ultrastruc-
tural localization of IgA deposits in chronic bullous disease of childhood
(CBDC). J Invest Dermatol. 1979;72:291-295.

61. Dabrowski J., Chorzelski T., Jabtonska S. et al. Immunoelec-
tron microscopic studies in IgA linear dermatosis. Arch Dermatol Res.
1979;265:289-298.

62. Rantala |., Hietanen J., Soidinmaki H., Reunala T. Immunoelectron
microscopic findings in oral mucosa of patients with dermatitis herpetiformis
and linear IgA disease. Scand J Dent Res. 1985;93:243-248.

63. Bhogal B., Wojnarowska F., Marsden R.A. et al. Linear IgA bullous
dermatosis of adults and children: an immunoelectron microscopic study.
Br J Dermatol. 1987;117:289-296.

64. Prost C., De Leca A.C., Combemale P. et al. Diagnosis of adult
linear IgA dermatosis by immunoelectron microscopy in 16 patients with
linear IgA deposits. J Invest Dermatol. 1989;92:39-45.

65. Zambruno G., Manca V., Kanitakis J. et al. Linear IgA bullous
dermatosis with autoantibodies to a 290 kD antigen of anchoring fibrils.
J Am Acad Dermatol. 1994;31:884-888.

66.Chan L.S., Traczyk T., Taylor T.B. et al. Linear IgA bullous
dermatosis. Characterization of a subset of patients with concurrent
IgA and IgG anti-basement membrane autoantibodies. Arch Dermatol.
1995;131:1432-1437.

67. Karpati S., Stolz W., Meurer M. et al. Ultrastructural immunogold
studies in two cases of linear IgA dermatosis. Are there two distinct types
of this disease? Br J Dermatol. 1992;127:112-118.

68. Cauza K., Hinterhuber G., Sterniczky B. et al. Unusual clinical
manifestation of linear IgA dermatosis: a report of two cases. J Am Acad
Dermatol 2004;51:5112-117.

69. Yamasaki Y., Hashimoto T., Nishikawa T. Dermatitis herpetiformis
with linear IgA deposition: ultrastructural localization of in vivo bound IgA.
Acta Derm Venereol. 1982;62:401-405.

70. Collier P. M., Kelly S. E., Wojnarowska F. Linear IgA disease and
pregnancy. J Am Acad Dermatol. 1994;30(3):407-411.

71. Sobjanek M., Sokolowska-Wojdylo M., Sztaba-Kania M. et al.
Clinical and immunopathological heterogeneity of 22 cases of linear IgA
bullous dermatosis. J Eur Acad Dermatol Venereol. 2008;22:1131.

72. Jabtonska S., Chorzelski T. P., Rosinska D., Maciejowska E.
Linear IgA bullous dermatosis of childhood (chronic bullous dermatosis of
childhood). Clin Dermatol. 1991;9:393-401.

73. Gluth M. B., Witman P. M., Thompson D. M. Upper aerodigestive
tract complications in a neonate with linear IgA bullous dermatosis. Int J
Pediatr Otorhinolaryngol. 2004;68(7):965-970.



51 » Nes, 2018

74. Chanal J., Ingen-Housz-Oro S., Ortonne N. et al. Linear IgA bul-
lous dermatosis: comparison between drug-induced and spontaneous forms.
Br J Dermatol. 2013;169:1041-1048.

75. Torchia D., Caproni M., Del Bianco E. et al. Linear IgA disease
presenting as prurigo nodularis. Br J Dermatol. 2006;155(2):479-480.

76. Waldman M. A., Black D. R., Callen J. P. Vancomycin-induced lin-
ear IgA bullous disease presenting as toxic epidermal necrolysis. Clin Exp
Dermatol. 2004;29(6):633-636.

77.Billet S. E., Kortuem K. R., Gibson L. E. et al. A morbilliform vari-
ant of vancomycin-induced linear IgA bullous dermatosis. Arch Dermatol.
2008;144(6):774-T778.

78. Armstrong A. W., Fazeli A., Yeh S. W. et al. Vancomycin-induced
linear IgA disease manifesting as bullous erythema multiforme. J Cutan
Pathol. 2004;31(5):393-397.

79. Khan 1., Hughes R., Curran S. et al. Drug-associated lingar IgA disease
mimicking toxic epidermal necrolysis. Clin Exp Dermatol. 2009;34(6):715-717.

80. Collier P. M., Wojnarowska F., Millard P. R. Variation in the
deposition of the antibodies at different anatomical sites in linear IgA dis-
ease of adults and chronic bullous disease of childhood. Br J Dermatol.
1992;127(5):482-484.

81. Kersting E., Goebeler M., Hamm H. et al. Subepidermal blasenbil-
dende Autoimmundermatose mit linearen Ablagerungen von IgA und IgG.
Hautarzt. 2000;51:340-344.

82.Watanabe M., Tsunoda T., Tagami H. A subepidermal blis-
tering dermatosis associated with coexistent 1gG and IgA anti-dermal
basement membrane zone antibodies; demonstration of IgG anti-
bodies reactive against a 200-kDa dermal antigen. Eur J Dermatol.
2002;12:603-606.

83. Shimizu S., Natsuga K., Shinkuma S. et al. Localized linear IgA/
IgG bullous dermatosis. Acta Derm Venereol. 2010;90:621-624.

84. Kakugawa T., Tomimura S., Hayashi T. et al. Interstitial pneumonia
associated with linear immunoglobulin A/immunoglobulin G bullous derma-
tosis. Respiration. 2013;86:347-351.

85. Kromminga A., Scheckenbach C., Georgi M. et al. Patients with
bullous pemphigoid and linear IgA disease show a dual IgA and IgG auto-
immune response to BP180. J Autoimmun. 2000;15:293-300.

86. Sandoval M., Farias M.M., Gonzalez S. Linear IgA bullous der-
matosis: report of five cases in Chile. Int J Dermatol. 2012;51:1303-
1306.

87. Ingen-Housz-Oro S., Bernard P., Bedane C. et al. Linear IgA der-
matosis. Guidelines for the diagnosis and treatment. Centres de référence
des maladies bulleuses auto-immunes. Société Francaise de Dermatologie.
2011;138(3):267-270.

88. Franzke C.-W., Tasanen K., Schacke H. et al. Transmembrane col-
lagen XVII, an epithelial adhesion protein, is shed from the cell surface by
ADAMs. EMBO J. 2002;21:5026-5035.

Wudhopmauus 06 aBTopax

Jiiogmuna depoposHa 3HameHcKas — [.M.H., BeAyLMi Hay4HbIA COTPYLHWK OTAENA AepMaTtonorn [ocynapcTBEHHOrO Hay4yHOro LEHTpa
[EPMaTOBEHEPONOruN 1 KOcMeTonorun MuHUCTEPCTBA 3[paBoOXpaHeHns Poccuiickoi deepaLim

Bagum BukTopoBMY YWMKMH* — [.M.H., CTApLUWi HAay4HbIA COTPYAHUK OTAENa AepMartonorun focynapcTBEHHOrO HayyHoro LieHTpa epMaToBe-
Heponorm 1 kocmeTonormn MuHucTepcTBa 3apaBooxpaHeHns Poccuiickoit Mepepauum; e-mail: platonoval105@gmail.com

Mapus AugpeesHa HechefoBa — mnaawimit HaydHblit COTPYOHWUK 0TAENa Aepmatonorui ocyaapcTBEHHOMO Hay4YHOro LIEHTPA epMaToBEHepO-
noriv 11 KocmeTonornA MuHUCTepCTBa 3ApaBoOXpaHeHms Poccuiickoit Meaepaumn

Information about the authors

Ludmila F. Znamenskaya — Dr. Sci. (Med.), Leading Researcher, Department of Dermatology, State Scientific Centre for Dermatovenereology

and Cosmetology, Ministry of Health of the Russian Federation

Vadim V. Chikin* — Dr. Sci. (Med.), Senior Researcher, Department of Dermatology, State Scientific Centre for Dermatovenereology and
Cosmetology, Ministry of Health of the Russian Federation; e-mail: platonoval105@gmail.com
Maria A. Nefedova — Junior Researcher, Department of Dermatology, State Scientific Centre for Dermatovenereology and Cosmetology,

Ministry of Health of the Russian Federation

W BecTHuk gepmaronorum n seHeponorumn. 2018;94(6):42—-51


mailto:platonova1105@gmail.com
mailto:platonova1105@gmail.com

