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JInHeRnHbIV IgA-3aBUCKMBIA BYNNE3HbIN epMaTos ABNsSeTCA pedkMM 3aboneBaHMeM ¢ 06pa3oBaHu-

eM cyb6anugepmMarbHbIX Ny3blpen, KOTopoe HabnaaeTcsa Kak y B3pochblX, Tak U y geten. MNatoreHes
60ne3HM BHe 3aBUCMMOCTM OT Bo3pacTa OANHAKOB, B OCHOBE JIEXUT ayTOMMMYHHbIA OTBET Ha aHTUrEHbI
30H 6a3anbHO MemMbpaHbl KOXU, KNMHNYeCKan KapTuHa B ETCKOM BO3pacTe pasHUTCA C MPOosiB/IeHUS-
MU B 6oriee cTapLuieM Bo3pacTe, UMes OTHET/IMBYIO KaPTUHY U JloKanuaaumio NposeneHnin. MNMpuymnHel
BO3HMKHOBEHUS 3a60/1eBaHUA y N1L, CTapLLEero Bo3pacTa Yalle BCero cBsa3aHbl C MpMeEMOM Nnekap-
CTBEHHbIX CPEACTB, NPOABNAACH KaK No60YHbIN 3dEKT OT NPUHUMAEMON TEpanum, OHKONOrMYECKUMM
3aboneBaHUsIMK, a y feTen 3a nposefieHne nuHerHoro IgA-3aBucnmoro 6ynne3Horo gepMarosa HecyT
OTBETCTBEHHOCTb Kak NpUoBpeTeHHbIN XapaKTep, Tak U reHeTudeckas npeapacnosioXeHHOCTb. [JuarHos
MOXET O6bITb MOATBEPXAEH MMCTONOrMYECKUM U UMMYHOMITHOOPECLEHTHLIM aHaIM3OM.

KntoyeBble CnoBa: nuHeHbIli IgA-6ynnesHbii AepMaTos, pe6eHOK, KIMHUYECKWiA CryYai.

KOHMNUKT MHTEPECOB: aBTOpPbI AEKTAPUPYIOT OTCYTCTBUE SIBHBLIX M MOTEHLUMASbHBIX KOH(PJIMKTOB MHTEPECOoB,
CBSfI3aHHbIX C Ny6nvKaunen HacTosLen cTaTbi.

NCTOYHNK chHaAHCMPOBaHUSA: pa6oTa BbINOSIHEHA U OMYGNMKOBaHa 3a CHeT (PMHaHCUPOBaHUS MO MecTy pa6oThl
aBTOPOB.

Cornacwve nauymneHTa: npegcraeuTesb nauyeHTa JOGPOBONLHO NoAnucan MHhopMUpOBaHHoe coracue Ha ny6nmka-
LMo nepcoHansHoOM MeauLMHCKON MHdopMaLmmn B 06e3MYeHHon chopme.
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Linear IGA-dependent bullous dermatosis in a 2-year-old child
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Linear IgA-dependent bullous dermatosis is a rare subepidermal bladderworm disease that occurs in both
adults and children. The pathogenesis of the disease, regardless of age, is the same, where the basis is the
autoimmune response to antigens of the basal membrane zones of the skin, the clinical picture in childhood
differs from the manifestations at an older age, having a clear picture and localization of manifestations.
The causes of the onset of the disease in older people are most often associated with taking medications,
manifested as a side effect of the therapy being taken, cancer, and in children, both an acquired character
and a genetic predisposition are responsible for the manifestation of linear IgA-dependent bullous
dermatosis. The diagnosis can be confirmed by histological and immunofluorescence analysis.
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Il AktyanbHocTb

JInHenHbIn IgA-3aBMCUMBIN BYyNNesHbI Oepmaro3 —
3TO pefakoe 6ynnesHoe ayToMMMYHHOE 3ab60neBaHne KOXMU,
xapakTepuayloLieecs opMMpoBaHMeM noaanuaepmars-
HbIX My3blper U NMHENHbIM OTNOXeHWeM IgA B obnactu
6a3anbHon MembpaHbl [1]. JInHenHbI IgA-3aBUCUMbIV GYN-
nes3Hbii gepmaTtos (J10) BcTpeyaeTca Kak y geTen mnagiue-
ro Bo3pacTa, Tak 1 y nuy ctapiue 50 net [2]. Y nauneHTOoB
6onee 3pesioro Bo3pacrta passuTue 3abonesaHusa cBA3aHo
C NpYEeMOM fieKapCTBEHHbIX NpenapaTos, a Takxe onuca-
Hbl cny4dau passutusa J1O y nuu, cTpagarowmx A3BEHHbIM
konutoMm [3—6]. HekoTopble nccnegosaTtenu paccMaTpmea-
toT JI[] KaK napaHeonnacTUYyecknii NPoLecc 1 CBA3bIBAOT
ero passutue ¢ numdonponuepaTnBHbIMU 3a605eBaHU-
SIMW, 3110Ka4eCTBEHHbIMW HOBOOGPA30BaHUAMU TOSICTOrO
KULLEYHMKA, Xenyaka, MOSOYHbIX Xenes, npoctatbl [7].
B ocHose naTtoreHesa J1[ nexart BbipaboTka IgA-aHTuTEN,
aKTMBaLMs CUCTEMbl KOMMIEMEHTa, BOBMEYEHUe HEeUTpo-
unoB B BOCMANUTENbHbIA WUHMUNLTPAT C BblAeNneHUnem
NPOTEONNTUYECKNX (PEPMEHTOB, YTO MPUBOAUT K noTepe
ajresumun B o6nacTtn fepmo-annaepManbHOro codneHeHus
(O3C) n obpazosanHnio cybanuaepManbHbix Ny3sipen. Mu-
LEeHb0 ayToaHTUTEeN ABNAIOTCA aHTUNEHHble CTPYKTYpPbI
O3C o6nactu lamina lucida 1 lamina densa. Han6onee
BaXKHbIMU N3 HUX ABMASOTCH NONUNENTUAbI MONEKYNSAPHbIM
Becom 97 kDa n 120 kDa (LABD-97 1 LAD-1 cooTBeTCTBEH-
HO), o6pasyroLumecs B pe3ynsTaTe NpoTeoNUTUYECKOro pac-
wenneHnsa aktogomeHa BP180 — konnareHa XVII tmna —
KOMMOHEHTa BHEKETOYHOrO MaTpuKeca, UrpatoLLero BaXKHy0
ponb B agre3vu anutenuasnbHbIX KNETOK K BHEKNETOYHOMY
matpukey [8—11]. JIO xapakTepuayeTcs nonmmMopdHON Knu-
HNYECKON KapTUHOWM C MOPaXXEHWEM KOXW U CIM3UCTLIX, rae
B JETCKOM rpynne oTMe4aroTcs nepuropanbHas nokanvsaums
BbICbIMaHUM U pacnosioxXeHue ny3blper B BUAE «XKEMUYXXHON
HUTK» [12, 13]. NoMmMMO 3TOro, y AeTel BbICbINaHWA Yalle
NOKanNM3yIoTCs BOKPYr eCTECTBEHHbIX OTBEPCTUA, a Takxe
Ha Koxe koHe4HocTen [14—16]. OTMeYeHo, 4TO HekoTopbie
TUMbI NEAKOLIMTAPHOrO aHTuUreHa Yenoseka (HLA) cumtatotes
npegBecTHUKaMK MOBbLILLIEHHOrO pUcKa pa3sBuTusa 3abonesa-
HusA, n HLA-B8, HLA-DR3, HLA-DQ2 1 HLA-cw7 y>xxe n3secT-
Hbl CBOEW accoupmaumen Kak ¢ 4eTCKUMMU, Tak U CO B3POCHbIMU
BapuaHtamu J11 [17].

Onucanue cnyyas

BonbHoM 4., 2 roga 10 mMecaueB, NOCTYNWUM B CTaumo-
Hap KIBY3 «KKKBO Ne 1» 24.04.2017 ¢ MHOro4ucneH-
HbIMU MNy3bIPAMM Ha KOXE KOHEYHOCTEWN, BbIPaXKEHHbLIM
3yAoMm, NoBbILeHneM Temnepartypsbl Tena go 38-39 °C. Co
cnoB martepu, pebeHok 3abonen octpo 28.03.2017, korga
Ha KOXe BEePXHUX N HWKHUX KOHEYHOCTEN NOsIBUMUCH nep-
Bble My3bipu, 3yA, NOBbILLEHMEe TeMnepaTypsbl Tena Ao cy6-
hebpunbHbIX undp. MNeguatpom panoHHON NOMUKIUHUKK
r. EHucericka 6bina 3anofo3peHa BeTpsiHasa ocna, HavaTo
MEeCTHOe feYeHne aHUMHOBbIMU KpacuTenamu. B Tede-
HVe Hefenw NosIBNSANUCL HOBblE My3blpy HA KOHEYHOCTSX,
cummeTpudHo. C 05.04.2017 no 12.04.2017 Haxopuncs
B UH(DEKLMOHHOM OTAENEHNN paioHHOM 60NbHULILI MO Me-
CTY XWUTeNbCTBA C AMarHo3oM: repnetnyeckas MHgekLus.
Mony4yan uedTpuakcoH 3 AHA, naHued, nepopansHo auu-
KIoBUp, CBEYM BUEPOH, MECTHO BPUNNINAHTOBYIO 3eNeHb
n 6aHeounH. B nepuop npebbiBanus B LIPB y pe6eHka oT-
MeYanunck peoTa m XKW cTyn. lNMonoxutensHom aguHamm-
KW CO CTOPOHbI KOXKHOr0 npoLiecca He oTMeYarnoch.

13.04.2017 pebeHOK 6bin nepesefieH B OETCKYIO WH-
heKUMOHHYI0 60bHULY I. KpacHospcka, rae 6b1Iv UCKIo-
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YeHbl: reprieTuydeckas uHdekuus, BOB-uHpekums, aHTe-
poBMpyCcHas WHMEKUMA, AMarHoCTUpoBaHa POTOBUPYCHas
MHpeKUusi, Mo NOBOAY KOTOPOK nosyyan feveHve.

24.04.2017 nocne KoHcynsTaummn gepMartornora ¢ agvarHo-
30M reprneTuopMHbIn fepmatut [ropuHra pebeHok 6bin ne-
peBeneH Ha pancHenee nedenve B KIBY3 «KKKBL Ne 1».

Anamnesis vitae: pe6eHOK poxAaeH OT naTon 6epe-
MEHHOCTN B CPOK MyTeM MpPOBEAEHUS MNaHOBOro Keca-
peBa ceveHusa. BepemeHHOCTb npoTekana 6e3 naTono-
rmm. Macca npu poxgexnmn 3200 r. K rpyan npunioxeH
Ha 1 cyTku. [NpnbaBka B Macce Tena cooTBeTcTBOBana
HopMe. lNcuxnyveckoe U PU3MHecKoe pasBuUTUE COOTBET-
CTBYIOT BO3pacTy.

Pe3ynbrarel gou3nkanbHoro, 1abopaTopHoro
U UHCTPYMEHTA/IbHOro NCC6A0BaHNA

Mpu ocmMoTpe: NaToNorn4ecKunin NPoLLeCc Ha KoxXe pac-
NPOCTPaHEHHbIN, CUMMETPUYHBIA, C MOPaXeHUeM KOXM
Tynosua n NpemMMyLLLeCTBEHHO KOHe4yHocTen. Ha koxe
BEPXHUX U HWXKHUX KOHEYHOCTEN obunune apo3nm OKpyr-
nov dgopmbl Ao 1 cm B AnameTpe, CrpynnmpoBaHHbIX
M CKIIOHHbIX K CIUSIHUIO, NMOKPbLITLIX CEPO3HLIMU U KPOBSi-
HUCTbIMU Kopo4dkamu (puc. 1). imeroTca ceexwne ny3bipu
pasmepom fo 0,5 cM ¢ npo3payHbIM COAEPXUMbIM, pac-
NMOMIOXEHHbIE MO Kpalw SAPKOW 3pUTEMbI B BUOE «HUTEN
xemuyra» (puc. 2). MNoKpblwKka ny3blpen nnotHas. Ha Ty-
nosuLLe eduHUYHble 3po3nn. CuMnTom Hukonbckoro oT-
pulaTensbHbIA.

Mpn oAHOKPaTHOM B3ATUU COAEPXUMOro ny3bipen 06-
Hapy>XeHbl 3031HOPUIIbI 5%.

Mpu obcnegoBaHUM B pa3BepHYTOM aHanui3e Kpo-
BY BbiABNeHa Tpombouutonennsa (107 x 10%n), newnkoum-
T03 (20,9 x 10%n) co cagurom nerkoumTapHon chopmynbl
Bneso, COJ yckopeHa go 15 mm/4. O6Wwuii aHanM3 Mo4u
M BUOXMMUYECKNIA aHann3 Kposu — 6e3 NaTonoruu.

MocTaBneH KNMHUYECKUA AuarHos: nuHeapHbii IgA-
3aBUCUMBIV fiepMaTos.

lMpoBepeHO rucrtonornyeckoe nccnegosaHve éuonra-
Ta KoXu (puc. 3) ¢ ny3bIpHbIM 3n1eMeHToM. B anugepmuce
CrNaXeHHOCTb anuaepmarbHbIX BbIPOCTOB. B cocoykoBom

Puc. 1. BonbHoi Y. TepneTtndopMHoe pacnosnoxeHne ny3bIpei Ha KOXE HIKHIX
KOHE4HoCTeN

Fig. 1. Patient C. Herpeiformis arrangement of bullas on the skin of lower
extremities
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Puc. 2. bonbHoit Y. Beaunkysbl no nepucepuin 3puTeMarosHblx NATeH B BIALE

<HUTEI XeMYyra» Ha KOXe npeanneybs v Tbina Kuetu
Fig. 2. Patient C. Vesicles on the periphery of erythematous spots

crnoe fepmbl B6NN3N OepMO3anuaepmMarnbHOn rpaHuLbl oT-
Me4yaeTcsl CKOMNeHne CerMeHToadepHbIX JEeMKOLUTOB.
Mop anuaepMucoM — cy6anuaepMarnbHbIvi My3blpb, B MO-
NOCTN KOTOPOro MofIMMOPdHOSAEPHbIE NENKOLUTLI U 303U-
HodouIbl. BOKpyr cocyioB COCOYKOBOrO Crosi AepMbl yMe-
peHHble nuMmdounTapHble WHUNETPATLI C  NPUMECHIO
HENTPOMUIbHBLIX N 303UHOMUIIBHBIX rPaHynounToB. [McTo-
nornyeckoe 3aknoYeHue: BbiIsIBNIEHHbIE UBMEHEHUS MOTyT
6bITb MpU reprneTMdopMHOM AepMaTute JiopuHra.

LincbgbeperumansHbii uarHo3

Ona gudpdepeHumanbHoM ANAarHOCTUKU C JIMHENHBIM
IgA-3aBUCUMBIM [1epMaToO30M PEKOMEHL0BaHO nposefe-
HVMe MpsaMoW peakuun umMmyHodoopecueHuun (PUD)
éuonTtarta UHTaKTHOM KOXU unu ny3sblps. [pn uMMyHomMop-
donornyeckomM ncecnegoBaHum (peakuusi MPSMon MMMYHO-
dntoopecueHumm) Habnganack nuHenHaa dukcaums IgA
BOONb 6a3asnibHor MeM6paHbl, dukcauum IgM, IgG He oT-
Me4anocs (puc. 4). Ha ocHoBaHUN KNUHWKK, fAaHHbIX TMCTO-
NIOrM4EeCcKOro U MMMYHHOMIOOPECLIEHTHOrO UccnenoBa-
HuA (npamas PUD), 6611 BbICTaBNEH AMArHO3: IMHEAPHbIN
IgA-3aBUCUMBIV BYNNe3HbIM epmaros.

Jleyenne. C 21.04.2017 no 03.05.2017 nony4an
npegHn3onoH 20 Mr B CyTKM 6e3 BUOAUMOWN AWHAMUKM.
C 03.05.2017 no peLUeHnIo KOHCUnyMa K fie4eHuio fobas-
NEH [ancoH B fo3e 2 Mr/Kr/cyT ¢ nognucaHuem nHpopmum-
pOBaHHOro cornacus poautenen, T. K. Ha3Ha4YeHne JaHHo-
ro npenapaTta fiBAsieTcs NaTtoreHeTU4eckn 060CHOBAHHbIM,
HO UMeET BO3pacTHble orpaHu4enus (c 18 net). C yyeTom
BO3MOXHOCTU pas3BUTUA B PEeOKUX Clydasx npu HepgocTa-
TOYHOCTM FOKO30-6-hocthaTaerngporeHasbl [O303aBUCK-
MO MeTreMornobuvHemMum Ha (poHe NpUMEHEHUs JancoHa
naumeHTy pPeKOMEeHOOBAHO OCYLLeCTBUTb uccnegoBaHue
aKTUBHOCTU OaHHOro hepmMmeHTa B nepudepu4eckon Kpo-
BW. 13 aHaMHe3a U3BECTHO, YTO XENTYXU HOBOPOXAEHHbIX
(Takke oTMe4YaeMoWn Mpu HacnefCcTBEHHOM Oed)eKTe Bbi-
LeyKa3aHHOro pepmeHTa) y naumeHTa He Habnoganoch.
Ha c¢oHe npoBogumon TepanuuM OTMeYasniocb 3Ha4uUTeNb-
HOe ynydlleHue, NosIBNEHUs HOBbIX 3N1eMEHTOB He Habnio-
fanocb, 6blT OTMEYEH perpecc NpexHUX My3blpen, apu-
Tema 6nepgHena. C 24.05.2017 6b110 HA4YaTO CHWXEHMUE
003bl NPefHN300Ha BMOTb A0 ero oTMeHbl. [ancoH pe-
6€eHOK nony4an B Te4eHne Mecsua ¢ ganbHenwen oTMeHomn

T. 98, Ne1, 2022

Puc. 3. MoganuaepmanbHbii ny3bipb C NOANMOPGHOALEPHbIMY ENKOLUTaMM
11 3031HOMNaMK B ro CopepXmMoM. OKpacka reMartoKCIANHOM 11 3031HOM
YB. 40

Fig. 3. Subepidermal bulla with polymorphnonuclear leucocytes and eosinophiles
Staining by Hematoxillyn and eosin. x40

Puc. 4. MogannaepmanbHblil ny3bipb. OTnoxeHne IgA B 6a3anbHoil MeMOpaHe.
Mpamoit Metog PU®. Ya. 200

Fig. 4. Subepidermal bulla. IgA deposition on basal membrane. Direct
immunofluorescence. x200

Ha (poHe NonHoro paspeLueHus npouecca. bein HanpaeneH
Ha fanbHenwee HabnaeHe AepMaTosioroM o MecTy Xu-
TenbCTBa C pekomeHpaumen noobenenosaHuns y neguarpa
M racTpoaHTeporsora ans ucknoveHus natonornm XKT.

O panbHewLem COCTOHUM NaumeHTa MHopMaLIMm HeT.

06cyxpeHue

Ha ocHoBaHWM CyLLeCTBYIOLLUMX Ny6MKauun n nmeto-
LUXCHA AaHHBLIX Mbl MOXEM npegnonarartb, YTO JIMHENHbIN
IgA-3aBuCUMBIA  BYNNe3HbIn  AepMaTo3 SBnAeTcA pen-
KO BCTpevarwolmmcs 3aboneBaHMeM N MOXET nopaxaTtb
KOXHbIe MOKPOBbI HE TOMbKO Y NWL, CTapLlero Bo3pacTta,
HO M Yy AeTel, MMesl XapaKTepHble KIIMHUYecKue nposierne-
Hus. Ons noaTBepXaeHa avarHo3a Heob6XxoaMMO UCMOSb-
30BaTb He TONMLKO CO60p aHamMHe3a, O6BLEKTMBHLIA OCMOTP
M FMCTOSIOrMYECKOE UccrnefoBaHne, Ho 1 NPAMYI0 peakLmio
MMMYHOMIOOpecLeHUmMM 6uonTaTa, Tak Kak OT Mosny4eH-
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HbIX OaHHbIX 6y}J,yT 3aBUCETb TakKTMKa BeOeHua nauneHta
N cBOeBpeMeHHO noJjiyd4eHHaa Tepanuda, 410, HECOMHEHHO,
B nocnepyowiemM ynyydlnT COCTOAHME KOXXHbIX NMOKPOBOB,
VIMMyHHOVI CUCTEeMbl N CHU3UT BEpPOATHOCTb peungmea
Nnpn UCKNKO4YeHUn conyTCTBYHOLLIMX naTonorum.

3akntoyenue

KnuHuyeckne nposiBneHvs nuHeapHoro IgA-3aBucu-
Moro 6ynfnes3Horo gepmaro3a HeoOHOPOOHbl U MOXOXM
Ha gpyrve gepmartosbl, conpoBoxiarliuecs obpasoBa-
HMeM ny3bipen. 3aboneBaHne 4acTo CONPOBOXAAETCA 3y-

479

OOM, YTO MPU HaNM4mMm 6yNnesHbIX BbICbINaHWIA C NIIOTHON
MOKPBILLKON U repneTMOPMHOCTLIO PACMONIOXEHMS ChInn
3aTpygHseT guddepeHumnanbHyl0 AMarHocTMKy C rep-
netudopmHeiM gepmatutom. OTCyTCTBME YYyBCTBUTESb-
HOCTM K MIOTEHY M CMHApOMa Manbabcopbuun, a Takxe
NnHeapHoe pacnonoxeHue IgA B 6asansHon membpaHe
CBUAETENbCTBYIOT B MONb3y fMHENHOro IgA-3aBMcmMmMoro
6ynnesHoro Aepmarosa. B nedeHun 3toro pgepmarosa
Hanboree 4acTo UCnosb3yeTca JarncoH, KOTOPbIN B 60Mb-
LUMHCTBE CINy4aeB BbI3bIBAET NOMHYI0 peMnccuio 3abone-
BaHuA y geTen.
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