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O6ocHoBaHHMe. IgA-3aBUCUMBbIN IMHEAPHbLIN JEPMATO3 — pefKoe ayTOMMMYyHHOe 6y/1/1e3Hoe 3abo/ieBaHme, KOTOPoe XxapaK-
TEPM3YETCS BE3NKYA0-ByN1€3HbIMU CYO63NMAEepMabHbIMU BbICbINaHUSIMK, MOPaXKatloLMMN KOXHbIA MOKPOB U C/IM3UCTbIE
000J104KN, M JIMHENHBLIM FOMOreHHbIM OT/IOKEeHUEM ISA B 30He 6a3a/ibHON MeMbpaHbl anvgepmuca. OnucaHne KanHuYe-
cKoro cay4asi. [lpefctaB/ieHo onucaHne KIMHMYEeCKOro ciy4yas mHeapHoro IgA-3aBucumMoro gepmatosa y geten. o gaH-
HbIM ncciegoBaHUI, 4719 JOCTOBEPHOM AMarHOCTUKM 3ab0eBaHUsi HEO6XOAMMO MPOBEAEHNE OLIEHKM KIMHUYECKMX AaHHbIX,
MMCTOJIONMYECKOro UCCie0BaHUsl GnonTata KoM A5 OnpeaeneHuns rmy6uHbl 3aneraHms ny3bipes, a Takxe UMMYyHOQ/Tyo-
PecUEeHTHOro ncciejoBaHus 4151 BbIIBJIEHUSI OT/I0eHMUS ISA BAOIb 6a3a/ibHON MeMOPaHb! anvaepmuca, 4To NoMoraerT ycra-
HOBMTb OKOHYaTe/IbHbIM AUarHo3 U ONpeaenTb TakTUKy BeAeHus: nauneHTa. CpeicTBOM nepBoOH JMHMM Tepanmm JaHHOMo
3abo/sieBaHUs ABASETCS npenapart AarcoH, noKasaBluni cebsi 3QPeKTUBHbIM U 6€30MacHbIM CPeACcTBOM. 3aK/Il04YeHHe.
lMpuBeaeHHbIN ciy4an JIMHeapHoro IgA-3aBUCMMOro Aepmato3a MpeacTaBiseT UHTEPEC B CBS3U C TSXKECTbIO Te4yeHus
3a60/1eBaHUs U PEAKOCTbIO NaTO0MKU B KIIMHUYECKON NpaKkTuKke. npdepeHumnanbHas guarHoOCTUKa BECbMa CJI0XKHa U Kiu-
HMYECKM TPebyeT BbICOKOTEXHOIOMMYHbIX METOA0B UccaeqoBaHus. ToNbKO NpoBegeHe NMMYHOQTyOPEeCLEHTHOro NCCe0-
BaHu1s No3BOJISIET TOYHO AMAarHOCTMPOBAaThb JIMHeapHbIN ISA-3aBUCUMMBbIN JepMaTol. Ha ¢poHe cucteMHoH Teparnum 4aricoHOM
1,8 Mr/Kr/cyT AOCTUIHYTO pPeErpeccmupoBaHme BbIChinaHuim.
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OBOCHOBAHME JIOYKax v IMHEeNHbIM FOMOreHHbIM OT/IOXEHUEM IgA B 30He
JInHeapHbIV IgA-3aBUCHMbIN JepMaTo3 — PeaKoe ayTo- 6azanbHoM MemO6paHbl anugepmuca. B neanatpuyeckomn
UMMYHHOE 3a60/1eBaHne C BE3UKYIO-OYNEe3HbIMU Cy6anu- npaxkTMKe JaHHoe 3aboneBaHWe Ha3blBaloT XPOHWYECKOM
AepMalibHbIMK BbICbINaHUAMM Ha KOXE U CIM3UCTbIX 060- Oynne3Hon 6oe3HbI0 AeTcKoro Bo3pacta [1—-3]. PazButue
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Linear IgA Dermatosis in a Child: Clinical Case

Background. Linear IgA dermatosis is a rare autoimmune bullous disease characterized by vesiculo-bullous subepidermal lesions
(affecting the skin and mucous membranes) and by linear homogeneous IgA deposition in the epidermis basal membrane. Clinical case
description. Clinical case of linear IA dermatosis in children is presented. Clinical data assessment, histological examination of the skin
biopsy (to determine the depth of bullous), immunofluorescent examination (to reveal ISA deposition in the epidermis basal membrane)
are crucial for reliable disease diagnosis according to the studies. Altogether it helps to establish the final diagnosis and determine
the patient's management. Dapsone is the first-line treatment for this disease, it has proven to be an effective and safe medication.
Conclusion. This case of linear IgA dermatosis is of concern due to disease severity and its rarity in clinical practice. Differential diagnosis
is rather complicated and clinically requires high-tech research methods. Only immunofluorescent examination allows to diagnose linear
IgA dermatosis accurately. Lesions' regression was achieved due to systemic therapy with dapsone (1.8 mg/kg/day).
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3aboneBaHMa MOXET npoucxoaumTb B o6oM Bo3pacTe,
BMeCTe C TeM BblAENsOT ABa BO3PACTHbIX MWMKa 3abone-
BaemMocCTu: oT 6 mec ao 6 net n ot 50-60 net 1 crapwe
[1, 4, B]. 3aboneBaeMOoCTb IMHEapPHbIM IgA-3aBUCHUMBIM Aep-
MaTo3oM BapbupyeT oT 0,23 ao 2,3 Ha 1 MJIH YENOBEK B roj
[1, 2]. B netckoMm BoO3pacTte mMaHudecTauua 3aboneBaHus
HepeaKo MPOUCXOAMT Nocne NepeHeceHHbIX MHPEKLIMOHHbIX
6onesHen [2, 3, 6].

OCHOBHOW NaToreHeTn4yecKu dakTop pas3BUTUSA NIMHeap-
Horo IgA-3aBMCUMOrO AepMaTo3a — LUPKYIUPYIOLLME UMMY-
Horno6ynuHbl Knacca A (IgA) K ayTtoaHTUreHy O6ynniesHoro
nemoburonga (BP) 2 (BPAg2) B cBeTnon nnactuHke 6a3anbHON
MeM6paHbl anugepmuca [4, 7]. Tpurrepamu BblpaboTKu IgA
ABASAOTCS UHPEKLMKU, NPOAYKUMS aHTUTEN, BOCNanUTENbHbIE
3a601€BaHNA KENYA0HHO-KMLLEYHOrO TpaKTa, a TaKXe onu-
CaHa CBA3b CO 3/10Ka4eCTBEHHbIMW HOBOOOGpPa3oBaHuaMH [8].
BoifiBfieHa accolmaumsa nMHeapHoro IgA-3aBMcMMOro gepma-
TO3a C HOCWUTENbCTBOM YE0BEYECKMX IEMKOLMTAPHbIX aHTH-
reHos (human leukocyte antigens; HLA) B8, DR3, DQ2, Cw7
[7, 9]. B pazButK BOCNanMTeNbHOM peakumm npu aToM 3ab0-
fieBaHUM MNPUHMMAIOT ydacTue HeWUTpoodusbl, 303UMHODUIIbI,
CD4+ T-numdoumtbl [8, 10]. OCHOBHbIMM aHTUrEHaMU (MuLLe-
HAMW) NMHeapHoro IgA-3aBMCUMOro Aepmarto3a SBAATCA
LAD1 (120 k[a) n LABD97 (97 k[a), KoTopble NpeacTtaBnsioT
co6on ¢parmeHTbl 6enka BP180 — TpaHcMem6paHHOro
KOMMOHeHTa 6a3anbHon MembpaHbl, COCTOSLIEro U3 Konna-
reHa XVII (BP180/XVII), KoTopbli nepBoHa4yasbHO 6bln Oxa-
paKTepu3oBaH Kak BPAg2 — CTPYKTYpHbIM KOMMOHEHT Aep-
MO-3nNnaepmManbHoOro agreanBHoro komnnaekca [9, 10]. Pegko
aHTUreHamu asnsotca BPAgL (6ynnesHbii nemOuronaHbin
aHTUreH 1, Takke U3BecTHbIM Kak BP230 (6ynnesHbin nem-
duronaHbin aHtureH 230 npeactaBnseT cO60M KOMMOHEHT
uuMTonnasmaTnyeckom 6nswkn ¢ maccon 230 K/[a, BXoAALLIMM
B COCTaB reMMaecMoCOMbl M OTHOCSLMUCA K CEMEWNCTBY
nnakunHoBsblx)), LAD285 (285 k[a), konnareH VI, namuHKH
332 n a6B4-nHTerpuH [11]. BaxXHO OTMETUTb, YTO OT TPETU
[0 MOSIOBUHbI MALMEHTOB C IMHeapHbIM IgA-3aBUCUMbIM Aep-
MaTo30M UMEIOT LIMPKyImpytolwme aHtutena K IgA [3, 9, 12].

MonHoe rucTonaTonorMyecKkoe uccneaoBaHue TKaHM
nauueHTa ¢ nofJo3peHMEM Ha NnHeapHbin |IgA-3aBUCUMbIN
AepMaTo3 JOMKHO BKIKYATh UcCcneoBaHWe o6pasla KOxu
13 061aCT1 HENOBPEKAEHHOI0O My3blpsl, OKPALIEHHOro rema-
TOKCUAMHOM M 303MHOM, U UMMYHOdYOpPECLIEHTHOE nccne-
[loBaHWe 6uonTata BU3yanbHO HEMOBPEXAEHHON KoK [10].
XapaKTepHbIM NMpU3HaKOM JiMHeapHoro IgA-3aBMCMMOro gep-
MaTo3a ABAgeTc oToxeHne IgA1l Ha 6a3anbHOM MeMbpaHe
anuaepMunca (B CAM3UCTOM 060MOYKE Yalle BCEro oTkiaa-
abiBaetcs 1gA2), uspeaka obHapyxusatot IgG n C3 [5, 10].
UunpKrynupyowme IgA K 6a3anbHoM mMeMbpaHe anuaepmuca
06HapyXunBatoT B HU3KMX TuTpax [10]. Mpu npssMon MMMyHO-
dnyopecueHumnmn IgA MoryT 6biTb O6HapPYXeHbl B MPO3pavyHoOn
naactTMHKe 6as3anbHOM Memb6paHbl anuaepmuca (nNogo6HO
6ynnesHomy nemowurounay), nog (NoAo6HO NPUOBPETEHHOMY
6ynne3HoMy anuaepmonnay) unu Hag Hen [10, 11].

KNUHUYECKUA NPUMEP

[eBoyKa W., Bo3pacT 6 feT, rocnutann3anpoBaHa B otae-
neHve gepmaronorun u annepronorun ®ray «HMHUL, 3go-
poBbs ageten» MuHsapaBa Poccuu (r. MockBa). [Mpu noctynne-
HUK NpeabaABASET Kanobbl Ha MHOXECTBEHHbIE BbICbINaHMS.

AHamHe3 60/1e3Hu. Cyutaer cebs 60NbHOW B TevyeHue
Mecsila, Korga 3abonena oCTpou pecnupatopHoW MHOEK-
unen. Yepes Hepgeno o6paTtUAUCL B PaMOHHYK KIUHWUYE-
CKyt0 60/1bHWLY, BbICTaBAEH AWArHO3 «FPUMM, OCNOXKHEHHbIN
OTUTOM», Ha3Ha4YeHa aHTUGaKTepranbHas Tepanus ¢ He3Ha-
YUTESIbHOW NOSIOXKUTENBbHOM AMHAMKUKOWN. [TepBble BynnesHble
BbICbINAHMA MOSABWAUCL CMYCTA 2 Hef, CHayana Ha fuue,

3aTeM CTanu pacnpocTpaHaTbes No Bcemy Teny. MNeguatpom
no MEeCTy XuTenbcTBa Obll MOCTABAEH AMArHO3 «BETPS-
Has ocnar». B cBA3K ¢ oTpuUaTENbHON AUHAMUKOM KOXHO-
ro MaToNIOrMYecKoro npolecca 4Yyepes Hedento nauueHTKa
6blna oTrnpaB/ieHa B KOXHO-BEHEPOJSIOrMYECKUI AncnaHcep
C NOAO3peEHMEM Ha aepmaTtut [llopuHra, rae nonyvana nede-
HUE NPEeaHN30/I0OHOM 2 MI/KI, CUMATOMaTUYECKYIO Tepanuio,
HapyXKHyto Tepanuto. Ha poHe Tepanunn oTmeyeHa cnaboBbl-
pa)keHHas MoNoXuTeNbHaa AMHaMWKa B BMAE YaCTMYHOIO
perpecca BbICbINaHWUN.

AHamHe3 Kun3Hu. OcCTpble pecnupaTopHble WMHPEKLUK
3-4 pasza B rog. BakuuHauus npoBedeHa no BO3pacTy,
OT KOpX MEeOMUMHCKUK OTBOA. ANNeprosiorMyeckui aHam-
He3: 6e3 ocobeHHOocTeN. JlekapcTBEHHAsA HEMNEPEHOCUMOCTb:
CbiNb Ha cupon uéynpodeHa. HacneactBeHHbIM aHaMHES:
CXOXMEe BbICbINAHUS OTMeYan AaAs Mo OTLOBCKOW IMHWM
nocne nepeHeceHHoro otTura.

dusuKkanbHaa AMarHocTuka

KOXHbIM MaTonorMyecKkmun npouecc HOCUT pacnpocTpa-
HEHHbIA CUMMETPUYHbIV XapaKTep, NpeacTaBAeH NATHaMMU,
ny3bIpAMK, 3PO3UAMU, KOPOUYKAMU U TOKAIM30BAH Ha KOoXe
BEPXHUX U HUMKHMX KOHEYHOCTEN, TyNoBMLLa, Mua, Wwen. Ha
KOXe TynoBMLLA, YL@ M KOHEYHOCTEeM BM3yalu3npyroTcs
MHOXECTBEHHbIE My3blpy AMaMeTpoM A0 1 cM, C MIOTHOM
MOKPbIWKON M CEPO3HbIM MPO3PayYHbIM COAEPKMMbBIM Ha
$poHe 3aCTOMHON 3PUTEMbI, YaCTb U3 KOTOPbIX BCKPbIBAETCS,
06pasyss 9po3uK, MOKPbITbIE CEPO3HO-reMopparMyecKkumm
KOpo4yKaMu. Ha BOJSIOCMCTOM 4acTu ronoBbl MNatosoruye-
CKWI npoLecc NpeacTaBieH Ny3blpiMKU, KOPKaMu, 3p03namMu
(puc. 1, 2). Cy6bbeKTMBHO B MecTax 06pa3oBaHus KOpPOo4eK
6ecrnokouT 3ya. CuMnToM HUKONLCKOro oTpULaTeNbHbIN.

MpepBapUTenbHbIA AUArHO3
JInHeapHbIn IgA-3aBUCUMBIN Byne3Hbi gepmaTos? lep-
neTMdopmMHbIN gepmaTtut diopuHra? bynnesHbin nemounroma?

[lvarHocTuyeckue uccnefoBaHmsA

UmmyHonornyeckoe wuccaegoaHme (03.02.2023):
IgE — 390,3 Ea/mn, aHtuTENna K JeaMuaMpoBaHHbIM nen-
TMaam rmuaguHa (Anti-DGP) IgG, IgA — < 5 Ea/mn, aHtutena
K pecmorneunny (Anti-DSG) IgG, IgA — < 5 Ea/mn, aHtutena
K TKaHeBOW TpaHcrnytaMuHaze (Anti-tTG) IgA — < 5 Eg/mn,
IgG — <1 Ea/mn.

Mopdgonornyeckoe wuccaegoBaHne 6GuonTata KOXuK
(03.02.23): npu3Haku 6ynne3Horo gepmartosa ¢ cybanunaep-
MaNbHOW IOKanM3aunen nysbips.

Peakuums Henpsamon nmmyHogayopecueHuymm (03.02.2023):
B o6nactn 6azanbHon MemMbpaHbl anuaepMuca onpeaens-
eTcs NIMHEeNnHoe oTnoxeHue IgA (puc. 3), otnoxeHue IgG, IgM
n C3 otcyTcTBYET. [laHHble TMCTONOMMYEeCKOro U UMMyHodNy-
OPECLEHTHOrO MCCNefoBaHUM COOTBETCTBYIOT NIMHEaApHOMY
IgA-3aBMCUMOMY iepMaTO3y.

AnddepeHumnanbHaa guarHocTuka

JInHeapHbIn IgA-3aBUCUMbIKN AepMaTo3 crnefyet pasnv-
yaTb C repnetudopMHbIM AepMaTUTOM, Bynne3HbiM neMou-
rouMaoMm, O6ynnesHbiM 3NUMAEPMONU30M, Gynne3HbIM MMmne-
TUro, OyNne3HOM KpacHOW BOMAYAHKOW, MHOTodOPMHOM
3KCCYAaTUBHOM 3PUTEMOW, BYNbrapHOM Ny3blpYaTKOW, Kpac-
HbIM MJIOCKUM NuWaem. bynnesHbin nemourona — nuUHeEN-
Hble oToXeHUs IgG Baonb 6asanbHon membpaHsbl [10]. Mpu
OyNN1e3HOM 3NUAEPMONN3E BbISBASIOT IMHENHbIE OTNOXEHUS
1gG, pexe — IgM, IgA n C3—-C5 KOMNOHEHTOB KOMMAeMeHTa
[epMOo-3anuMaepmMasnibHOro COeMHeHUss B 30He 6Ga3anbHou
Mem6paHbl anvgepmuca [7, 10]. lfepnetndopMHbIA gepMaTuT
XapaKTepu3yeTcs He NIMHENHbIM, a rPaHyISPHbIM OTIOXEHMU-
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 1. MaumneHTka W., Bo3pacT 6 neT, ¢ AnarHo3oMm: J1uHeapHbli IgA-3aBUCMMbIN BynnesHbli fepmaTos? fepneTMdopMHbIi AepMaTuT lopuHra?
BynnesHbln nemburona?» npu NOCTyNNEHNU B CTaLMOHaP
Fig. 1. Patient |, 6 years old, with diagnosis “Linear IgA dermatosis? Duhring disease? Bullous pemphigoid?” at admission to the hospital
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lMpumedaHme. A — BU3yannM3npyloTca o4aru NopaxKeHus Ha nLe U BEPXHEN TPeTU nepeHern NoBEPXHOCTU TynoBuLa; b — ovaru nopaxeHus
Ha nepeaHen NOBEPXHOCTHU TY/I0BULLA U Ha BEPXHUX KOHEYHOCTSX; B — o4arn noparkeHus Ha cnuHe.

McTouHuK: MypalwkuH H.H. 1 coaBrt., 2023.

Note. A — lesions on the face and on the body (anterior surface, upper third); B — lesions on the anterior surface of the body and on the upper

limbs; B — lesions on the back.
Source: Murashkin N.N. et al., 2023.

eM IgA npenmylLecTBEHHO B 06NacTU BepXYLIEK AepMalb-
HblX coco4koB [10]. Mpu BynbrapHom ny3bipyaTKe OTNOXKE-
HUs 1gG OBHapYy)XMBalOT B MENKKIETOYHbIX NPOMEKYTKax
anuaepmuca [3]. MHorodopmHasa 3KccyaaTMBHasa apuTema

Puc. 2. Oyarv nopaxeHuns KOXKHbIX MOKPOBOB Y NaLueHTKn U.,
BO3pacT 6 neT, ¢ AMarHo3oMm: «JInHeapHbIn IgA-3aBUCUMBbIV
6ynnesHblit fepmato3? lepneTMPopMHbI aepMaTuT iopuHra?
BynnesHbin nempurona?» npu NOCTyNNEHNN B CTaLMOHap

Fig. 2. Skin lesions in patient ., 6 years old, with diagnosis
“Linear IgA dermatosis? Duhring disease? Bullous pemphigoid?”
at admission to the hospital
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McTouHmK: MypalukuH H.H. n coasT., 2023.
Source: Murashkin N.N. et al., 2023.

XapaKrepusyeTcsd obpa3oBaHMEeM WMMMYHHbIX KOMMNEKCoB
n otnoxeHuem IgM n C3 B cocyaax AepMbl, a TaKKe B 30He
lamina propria [3]. KpaCHbIM NAOCKWIA NWWan oTiMyaeTcs
06UNbHBIMKU CKOMNEHUAMU GUBPUHA, OTNOXEHMAMMU IgA, 18G,
IgM, C3 B lamina propria v Tenbuax Cuatra [2, 13].

KnuHuyeckuii guarHos
JInHeapHbIv IgA-3aBUCUMBIV BYNIE3HbBIM AepMaTo3.

MeauuMuHCKKUe BmellaTebCcTBa
[dancoH 1,8 Mr/Kr exeaHeBHO AJUTENIbHO B PEeXu-
mMe 6/1 (6 gHen npuema, 1 AOeHb nepepbiB). MeTun-

Puc. 3. Peakuusa Henpsamon ummyHodyopecLeHLmun: o6paseL,
BW3yaNbHO HEMOBPEXAEHHOM KOXM NauueHTku U., 6 ner,

C IMarHo30M wiMHeapHbIi IgA-3aBUCHMbIN ByNNE3HbIN AePMaTO3»
Fig. 3. Indirect immuno fluorescent: sample of visually intact
skin of patient I., 6 years old, diagnosed with “Linear IgA
bullous dermatosis”

lNpumeyaHne. Bugdyanuaumpyertcs (0OTMEYEHO CTpeNKamm) TMHENHOE
oTnoXeHue IgA Baonb 6a3anbHON MeMbpaHbl.
McTouHuK: MypalwkuH H.H. 1 coaBrT., 2023.

Note. Linear IgA deposition along basal membrane is visualized
(marked with arrows).
Source: Murashkin N.N. et al., 2023.



npegHn3o0qoH 6 Mr B Te4YyeHue 7 [OHEeW, 3aTeM CHUKe-
HWEe AO3UMPOBKU Ha 2 Mr B Hegento A0 MOSHOWM OTMEHbI.
PerynapHoe yBnaHeHue Koxu amoneHtamun. C npoTuBoO-
3yAHOW Uenblo uetnpuanH 10 mr — 14 gHen. HapyKHO
Ha BbICbIMAHWA: METU/IEHOBLIN CUHMI C MOCNeayLWUM
HaHeceHWeM KOMOGMHUPOBAHHOIO Kpema, CoAeprKallero
Py31MaoBYIO KUCNOTY M 6eTaMeTa3oH 2 pasa B AeHb. [lpu
NnosiBNEHNK NMy3blpel — BCKPbITb CTEPUIBLHOMN UTTION, 06pa-
60TaTb aHTUCENTUKaMMK, danee TywupoBaTb 1% BOAHbIM
pacTBOPOM METUATUOHWMHUS Xnopuaa 1-—2 pasa B [€EHb.
CumnToMaTtnyecKkas Tepanus Ha NPoTSXKEHWUM BCEro NpuemMa
rNIOKOKOPTUKOMAOB:
1) Kanbuusa KapboHaTt + Konekanbuudepon — no 1/2 tab.
2 pasa B CYTKH;
2) Kanua acnaparvHaTt + marHus acnaparmHat — no 1/2 1a6.
3 pa3sa B CyTKM nocne efpl;
3) a3omenpasona markusa tpurugpat 20 mr — no 1/2 T1ab.
1 pas B CYyTKM YTPOM.

Puc. 4. Pe3ynbtaThl e4eHns nauneHTku M., 6 nert, yepes 2 mec
Fig. 4. Patient |., 6 years old, results of treatment after 2 months

McToyHmK: MypalkuH H.H. n coasr., 2023.
Source: Murashkin N.N. et al., 2023.

[AvHaMuKa 1 ucxoabl

Ha ¢oHe npoBeageHHOW Tepanuum B TeYyeHue 2 Mec Bce
BbICbIMaHUs perpeccupoBanu (puc. 4). HoBbIX BbICbINaHWUM
He BbIABNEHO. [10604YHble 3PDEKTLI NPU NEYEHUN OAHHOIO
3a60neBaH1s He BbISIB/IEHbI.

MporHos
Mpu cobniogeHnM BCEX PEKOMEHAALMK MNpPOorHo3 6na-
rONPUATHbIN.

BpemeHHas wKana
XpoHonorna pasBUTUS U KIOYEBbLIE COOLITUS GONE3HU
NS naumeHTku W., 6 net, npeactaBieHbl Ha puc. 5.

OBCYXAEHHUE

MpuBEAEHHbIN KIIMHWMYECKUIW CrydYan npeactaBniseT oco-
Oblii MHTEPEC B CBSA3U C TAMECTbIO Te4yeHus 3aboneBaHus
N peflKon BCTPEYaeMOCTbIO IMHeapHoro IgA-3aBMCUMOro aep-
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Clinical Observation

IS

68

KnuHunyeckKoe Ha6noaeHue

Puc. 5. NauneHTKa W., 6 neT: XpoHONorns pa3sBuTus 1 KNtoYeBble co6bITUS 3a6oneBaHus

Fig. 5. Patient ., 6 years old: disease course, key events

MNMauneHTKa HanpasneHa
B UHEKLMOHHOE OTAENEHNE, 3aTEM

3abonena OPU

MosiBneHve nepsbix
BbICbINaHWN

nocne ocmotpa — B KB/l ¢ nogo3peHnem
Ha repnetTMdopMHbIN aepmaTuT [lopuHra

Hepea 1 vea

O6pauleHve B PKB. BoicTaBneH anarHos:
«[punmn, OCNOXHEHHbIN OTUTOM».
AHTUGaKTepuanbHas Tepanus
C HE3HAYUTENIbHOW MOMOXKUTENbHON AUHAMUKOWM

Yepes 2 Hep

Hepea 3 v

Ha yacTHOM npueme BbiCTaBliEH
ANarHo3 «BeTpsaHasa ocna»

lMpumeyarnne. OPU — ocTpoe pecnupaTtopHoe 3aboneBaHue; KBl — KOXXHO-BeHeponoruyeckui aucnancep; PKb — paloHHas KninHuyeckas

60nbHULA.

Note. ARD (OPU) — acute respiratory disease; DVD (KB[) — dermatovenerologic dispensary; RCH (PKB) — regional clinical hospital.

MaTo3a B KIMHUYECKON NPaKTUKE, @ TaKKe CO CIOXHOCTbIO
anbodepeHumansHon guarHocTuku. Mo aaHHbeiM C.N. Bernett
M COaBT., UMMYHOTMCTONATONOIMSA ABNSETCH «30/10TbIM CTaH-
LapToM» AWArHOCTUKKW, WUMMYHODNYOPECLEHTHbIM MeToA
uccnegoBaHWa MoO3BONSET AOCTOBEPHO [MarHoCTMpOBaTb
JIMHeapHbIn IgA-3aBUCUMBIN Bynne3Hblt aepmato3 [10]. Mo
faHHbIM S.Y. Ng 1 coaBT., npenapaToM NepBoOK IMHWUK Tepanuu
NIMHeapHoro IgA-3aBUCMMOro aepmaTto3a fBASeTcH [ancoH,
KOTOPbIKN o6nafjaeT NPOTUBOBOCMANUTENIbHON aKTUBHOCTLIO,
MHIMOUPYS XEMOTAKCUC HENUTPOODWbHBLIX KIETOK, BbICBO-
BGOXJeHWe NENKOTPUEHOB W MpocTarnaHAnHOB U yMeHbluas
noBpex/aeHne TKaHen, onocpeayeMmoe HenTpodunamMm u 303u-
Hodunamu. OH CHUMaET 3y B TEYEHWE HECKONbKMX 4acoB
M YCTPaHSAET KOXHble MPOSABJEHUA B TEYEHUE HECKObKUX
[Hewn [4]. MoHoTepanusa AancoHOM JocTaTodHa BO MHOIMX
cnyyasx, HO MOXeT noTpeboBaThCs LOMNONHUTENbHOE Ha3Ha-
YeHne KopTuKocTepomaos. MNoboyHbiMKU addeKTamun fancoHa
ABNFIOTCA FEMOSIMTUYECKAA aHEMUSA, NENKOMEHNUS, METremMo-
rMOGUHEMUS, YTHETEHNE PYHKLIUM KOCTHOrO MO3ra, U3MeHe-
HWe ypoBHA depMeHToB nedveHu [6, 11]. Mpexae 4em Hayu-
HaTb Jle4yeHne JarnCoHOM, HEOOXO0AMMO OMpeaenuTb YPOBEHb
rMIOK030-6-bocdataernaporeHasbl, Tak Kak AeduumT 3Toro
depMeHTa MOXET NPUBECTU K TAXENOMY reMonusy [6].

Mpy BO3MOXXHOM COYETaAHWUMU NMHEaApHOro IgA-3aBUCUMOro
fepMaTo3a C [OTEH-YYBCTBUTENbHON 3HTEponatuen, no
[LaHHbIM uccnefosanua C.A. Egan 1 coaBT., peKoMeHayeTcs
Ha3Ha4yeHne 6e3rnoTeHoBOM aneThl [14].

3AKJ/IIOMEHUME

JInHeapHbIN IgA-3aBUCUMBIN GYNNesHbln JepMaTo3 — pea-
Koe ayToMMMyHHOe 6ynne3Hoe 3aboneBaHue. prvBeaeHHbIN
cnyy4an npeacraBnseT 0cobbli MHTEPEC B CBA3KU C TAXECTbIO
TeyeHus 3a60/ieBaHUS U PEeAKOCTbIO NaToNOrMK B KIWHUYE-
CKOW npaKtuke. uddepeHumanbHaa AMaArHOCTUKa BEChb-
Ma C/IOXHa U KIIMHWUYECKU TpebyeT BbICOKOTEXHONOMMYHbIX
MeToAO0B uccnefoBaHus. [lnarHoctnpoBaTtb MHeapHbIn IgA-
3aBUCUMbIA epMaTo3 BO3MOXHO TO/bKO Ha OCHOBaHWU
UMMYHODIyOpeCLLEHTHOrO MeToAa uccnegoBaHus. Ha doHe
npoBeAeHHOM CUCTEMHON Tepanuu aancoHom 1,8 mr/Kr/cyT
LLOCTUTHYTO perpeccupoBaHune BbiCbINaHUM.

WHOOPMUPOBAHHOE COIIACUE
OT 3aKOHHOTO NpPeAcTaBUTENs NaLmMeHTa noay4eHo Nuchb-
MEHHOe WH(GOPMMPOBAHHOE [OGPOBOJILHOE COrnacue Ha

nyénunkauuio ero dotorpadun, pesynstatoB 06cnefoBaHUA
W NleYeHns B MEAULMHCKOM XypHane, BKIoYas ero aneKT-
POHHYt0 Bepcuio (aata noanmcanmng 03.07.2023).

INFORMED CONSENT

Patient’s legal representative has signed informed
written voluntary consent on the publication of her
images, examination and treatment results (signed on
03.07.2023).
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