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060cHoBaHHe. [IpnobpeTeHHbIN BynnesHbin anngepmonns (MNb3) — xpoHn4yecKoe 3abosieBaHMe, COMpPoBoOXKAaemMmoe obpa-
30BaHUEM Ccy6anugepMalibHbIX My3blpen Ha KOXKe U CIN3UCTbIX 060J104Kax B pe3ysbTate ayTOMMMYHHOMU arpeccuu K KoJ-
naredy VIl Tuna. [AuarHoctuka b3 y geten 3atpygHEHa U3-3a CXOXKECTU KIIMHUYECKON KapTuHbI C APYrMMU y3blPHbIMA
AepmaTo3amu 4eTCKOro Bo3pacrta. OnucaHne KJIMHUYECKOro ciy4as. [lpe[cTtaB/ieHo onncaHme TpeX KIMHUYECKNX CllydaeB
63 y geteun. NNokazaHo, 4TO A/151 NOCTAHOBKM MPaBuIbHOro AMarHo3a Heob6XxoAnMMo OLE€HUTb KITMHUYECKUE AaHHbIe 1 ornpe-
AennTb y6uHy 3aseraHns rny3blpen rno AaHHbIM rMCTOI0MMYEeCKOro ncecae[oBaHus uontata Koxu. OtnoxeHne IgG oTHO-
CUTEJIbHO b6a3asibHON MeMbpaHbl AepMbl M0 AaHHbIM peaKUuUn HernpsMon MMMYHODII00OPECLEHLIMN NTOMOraeT yCcTaHOBUTh
OKOHYaTe/IbHbIN AUarHo3 1 onpeaenTb TaKTUKY BeAeHUs nauneHTa. B nedeHnmn geten ¢ NB3 npumeHssics npenapart AarcoH,
riokasaBLuni cebsi aIpOEKTUBHbLIM U 6e30MNacHbIM CPEACTBOM ME€PBOro Bbibopa npu BEAEHUU Takux C/iy4aeB. 3aKoyeHue.
lpeactaBneH anroputm anpoepeHumnasbHon guarHoctnkm MNb3 y aeten ¢ apyrumm ny3bipHbIMU 3a60/1€BaHUSIMM JETCKOro
Bo3pacTta. OnucaHbl pe3ynbTaTbl yCrEeLWHON 1eKapPCTBEHHOM Teparnnmn 3aboieBaHus.

Knro4eBblie cnoBa: eTH, IPUo6pETEHHbIN BY1E€3HbIN 3NMUAEPMOINS, AUAarHOCTUKa, JIeYeHMe, AariCOH, KIMHUYECKMIA C/ly4aH,
MMCTOJIOrMYECKOE UCCe0BaHNe, peaKLms HenpsMon UMMYHOGTHOOPECLIEHLNN.

(Ana uymtupoBaHus: MypawkuH H.H., OnpatvH JI.A.,, MatepuknH A.U., Am6apysH 3.T., Envwes P.B., Hedénosa M.A.
MprnobpeTeHHbIN ByNne3HblM 3NUAEPMONN3 Yy AETEN: CepUsl KIMHUYECKUX ClydaeB. Bonpocbl cOBpPEeMEHHOM neauaTpumu.
2019; 18 (1): 56-64. doi: 10.15690/vsp.v18i1.1992)

OBOCHOBAHME

MpunobpeTeHHbIN 6ynne3Hbln anuaepmonus (MNBJ) npea-
CTaBnseT co60M Ny3blpHbIA AEPMaTO3, XapaKTePU3YIOLLIMI-
Ccq ayTOMMMYHHOW arpeccuen K Konnareny VII tuna [1].
KnuHuyeckun MBI nposiBnseTca XpynKOCTbIO KOXKK, cy6anu-
AepMalibHbIMK Ny3bIPFAMKU, 3PO3UAMU U A3BaMM Ha pas-
JIMYHBIX CTaAuAX anuTenusauunun; obHapyuBatTcs pPyoLbl
M MUIUYMbl. PyObLIOBble U3MEHEHUS MOXHO OOHapPYXWTb

M Ha CIAU3UCTbIX 060/104Kax, B TOM 4ucne rmas. uarHos
MNB3 ycTaHaBnMBaeTCA Ha OCHOBaHUM Pe3yNbTaToB KIWHU-
4ecKoro, MopdosIorM4ecKoro 1 MMMyHOMIIOOPECLEHTHOIO
ncenegosaHmm [2].

MBb3 cnoxHo nopaaetcsa neyeHuto. OCHOBHbIMU TMpe-
napatamu, WMCMNosib3yeMbIMKU B JIe4EHWM [aHHOro 3ab6o-
NeBaHus, ABNAIOTCA CUCTEMHbIE TIIOKOKOPTUKOCTEPOU I,
a3aTUONpPWH, METOTPEKcaT, uMKkiodochamna, a TakKe aan-
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COH B Ka4yecTBe MOHOTepanuu Win B KOMOGWHaUWUK C npea-
HW30/I0HOM, LIMKIOCMOPUHOM M KonxuumHom [3]. [ancoH
o6nagaeT aHTM6aKTepuanbHbIM U NPOTUBOBOCMHANUTENbHbLIM
3ddEKTOM, YTO CBHA3AHO C €ro UHrMéupylwWwMM AENCTBU-
eM Ha HewTpodmnonocpeaoBaHHOE MOBPEXAEHUE TKaHeW,
06YCNOBMEHHbIM aKTUBaUMeEN NPeBpPaLLEHUS MUENOoNepokK-
cvaasbl B HEaKTMBHOE COeAMHeHMe, 1 nojaBneHnem obpa-
30BaHUSA TOKCUMYHbIX GOpM Kucnopoaa [4]. B 3aBucumoctun
OT TSAXKECTU NpoLiecca MOXKeET ObiTb BbiGpaHa Kak MOHOTepa-
nus ancoHOM, TaK U KOMGUHWPOBAHHbIM ero Npuem ¢ npea-
HM30M0HOM. OTHOCHTENbHAs PEAKOCTb MOBGOYHbIX 3ddEKTOB
B NpoLiecce fieyeHnst NO3BONSET aKTUBHO Ha3HayaTb npena-
paT He TONbKO B3POCbIM, HO U aAeTam ¢ [B3. B 3apy6exHon
nuTepaType BCTpeyaloTcs AaHHble 0 nedeHun MBI y geten
[JANCOHOM KaK C OTCYTCTBMEM MONOXUTENbHOTO addeKTa
[5], Tak U C NONOXUTENbHbIM OTBETOM Ha Tepanuio [6].
Cepusa cnydaeB B3 B AeTcKOM BO3pacTe, 3aperucTpupo-
BaHHbIX B Poccuitickon deaepalimm, onvcbiBaeTcs Bnepsble.
Mcnonb3oBaHWe npenapaTta fancoH B AETCKOW MpaKTUKe
npwu AaHHOM NaToNOrMK y AETEN B OTEHECTBEHHOW MTepary-
pe paHee He onucaHo.

KNUHUYECKHUA NPUMEP 1

O naumeHTe

MauneHTKa J1., Bo3pacT 5 net. Poautenn pebeHka obpa-
TUAUCb 3@ KOHcynbTauuen K aepmatonory B Pray «HMULL
300poBba geten» MuHsapaBa Poccun (MockBa) ¢ xanobamu
Ha pacnpocTpaHeHHblE KOXKHbl€ BbICbINAHWUA W BbIpaXKeH-
HbI 3ya. Co cnoB MaTepu, BnepBble BbiCbiNaHWs B BUAe
ny3bipen nosiBuAnCb B ob6nactv rmas. O6paTnnncb K OKy-
NIUCTY, BbICTaBNeH AMarHo3 «MHOEKLMOHHbIN KOHBIOHKTU-
BUT». [MpoBOAMNOCH NPOMbIBaAHWE a3 pacTBOPOM NepmaH-
raHata Kanus 3 pasa/CyT C MOCNeAylLMM HanoXKeHUEM
Masu C IEBOMULETUHOM, B AMHaMWKe 6e3 addeKTa. Hepes
1 mMec nosIBUAUCHL My3blpuM C reMopparnmyecKUM COAEPHKH-
MbIM Ha KOXE HapyHbIX MOAOBbIX OpraHoB. O6paTuancCh
K TMHEKONory, Ha3HadyeHa aHTMbGaKTepuanbHas Tepanus,
6e3 adpdekTa. Cnycta 1 mMec o6paTUIUCh K AepmaTonory:
nocTaBfieH AWarHo3 «Anfepruyeckuit gepmatut», HasHaye-
HO Hapy)KHOe fleYeHe KPeMOoM C METUANPELHWU30/I0HOM
aLenoHaToMm, apdeKTa He 0TMeYanoch, BbiCbiMaHWUsa pacnpo-
CTPaHMUANCL NO BCEV MOBEPXHOCTU KOXM TynoBuLa. B cBaA3mn
¢ oTcytcTBMEM addeKTa OT NPOBOAUMON Tepanuu 1 nporpec-
CMpOBaHWEM 3abofieBaHNa B TeyeHne 3 mec pebeHOoK Obln

rocnuTann3vpoBaH B OTAENeHWe [epMaToNiorMu ¢ rpynmnown
nasepHon xupyprin HMWL, 3nopoBbs geTen.

M3 aHaMHe3a XW3HW M3BECTHO, YTO pPebGeHOK OT BTO-
pot 6epemMeHHOCTM, KoTopasi npoTeKkana 6e3 OCNoXHe-
HUW. PaHHMW HeoHaTanbHbIM nepuog 6e3 0COBEHHOCTEW.
lNepeHeceHHble 3aboneBaHWs: OCTPble pPecrnupaTopHble
nHdeKuuMn 5-6 pas B roa, BeTpsiHAg ocna, aAeHOWIuT.
MpuBMTa No Bo3pacTy. ANNepronorMyeckmii aHaMHes: nulie-
Bas anneprusa Ha MOJIOYHble MPOAYKTbl. JIeKapCTBEHHYIO
annepruio He otme4vaeT. CeMelHbl aHaMHEe3 He OTArOLLEH.
TpaBMbl 1 onepaumn otpuuaet. Co CTOPOHbI POACTBEHHUKOB
noao6Hble 3a60/1€BaHMA HEe OTMEeYanuch.

dusnKanbHas gUarHocTuKa

MpK OCMOTPE KOMHbIA MaTONOMMYECKNU A MNPOLLECC HOCKN
pacnpocTpaHeHHbIM, aCUMMETPUYHbIN XapaKTep, ¢ BOBMeYe-
HUEM KOMM TYNOBWULLA, BEPXHUX U HAKHUX KOHEYHOCTEN, KOMKM
nnua, Weu. Bbin npeacTaBieH nofylapoBUAHLIMUY HaMPSMEH-
HbIMW My3bIPAMU, PasmepoM o 25 MM B AvameTtpe, ¢ MioT-
HOW MOKPLILIKOM, MECTamMu BCKPbIBLUMMUCS, OKPYMEHHbIMU
3pPUTEMATO3HBIM BEHYMKOM. CUMMNTOM HUKONBLCKOro OTpULa-
TenbHbIn. OTMEYanochb Hanuyue OKPYMbIX 3PO3UM, MOKPbI-
ThIX CEPO3HO-TEMOPPArMYECKMMIU KOpoYKaMu. Ha Koxe nuua
BW3yaNM3MPOBaNUCb MHOXKECTBEHHbLIE CrpynmnMpPOBaHHbIE
MUIKYMbl. OTMEYanach XxapakTepHas XpyrnKkoCTb KOXM (puc. 1).

MpepBapUTenbHbIA AUArHo3

Ha ocHoBaHWK anob, aHaMHe3a 3a6oneBaHus, JaHHbIX
ocmoTpay pebeHKa 6bin 3anoao3peH MNb3. Ana auddepeHum-
anbHOM AMArHOCTUKM C APYrMMKU ByNnesHbIMU gepmato3amu
6b110 BbINOSHEHO MaToMopdOnorMyeckoe U MMMYyHOd0O-
pecLeHTHoe uccnegoBaHue [3].

JTaGopaTopHble uccnegoBaHus

Mpu NocTynaeHnn B KIMHWYECKOM aHann3e KpoBU —
MaKpouuTapHas aHemus (remornobuH 110 r/n npu Hop-
Me 110-140). BUOXMMUYECKUI aHaNM3 KPOBM MOKa3an
BbICOKUI YpPOBEHb 06LLEr0 GUANPYOUHA — 22,4 MKMONb/N
(Hopma 3,7-20,5). AHTUTEeNna K rmuaauHy, TKAHEBOW TpaHC-
rnyTaMMHase M aTuHyKneapHble aHTUTeNa He OGHapyKeHbl
(aHann3 BbINOMHEH C uenblo anddepeHLmanbHOW gnarHo-
cTvkM MB3 ¢ npocTbiM 6yNne3HbIM aNMAEPMONM30M U repre-
TMHOPMHbIM AepmaTtutom [opuHra). KnMHUYeCcKun aHanus
MO4YM M Konporpamma — 6e3 0CO6eHHOCTEN.

Puc. 1. MauuneHTKa J1., Bo3pacT 5 net: npuobpeTeHHbIn BynnesHbln aNnnaepmMonn3

Fig. 1. Patient L., 5 y.o. girl: epidermolysis bullosa acquisita

g

lMpumeyvaHme. NpUuobpeTEHHbIV BYNNE3HbIV INNAEPMONN3 NPEeACTaBNeH MHOXECTBEHHbIMU NOJYLIAPOBUAHLIMU HAMPSXKEHHbIMU Ny3bIPAMU
C NAOTHOW NMOKPbILLKOW, OKPYXXEHHBIMW 3pUTEMATO3HbIM BEHYUKOM. BU3yannanpyloTcsi MHOXECTBEHHbIE CrPYMNUPOBaHHbIe MUTUYMbI.
Note. Epidermolysis bullosa acquisita is presented by multiple hemisphere tense blisters with solid cover surrounded with erythematous

skin. Multiple grouped miliums are visualized.
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KnuHu4yecKoe Ha6GnogeHue

Puc. 2. MNauwneHTKa J1., BoO3pacT 5 net: ructonormyeckoe
uccneaoBaHve uonTata KoK U3 o4ara NopaxKeHUs ¢ Ny3blpHbIM
nemMeHToOM

Fig. 2. Patient L., 5 y.o. girl: histological examination of skin biopsy
sample from lesion focus with blister

[ .

lMpumevaHune. CTpenkon 1 ykazaHa nonocTb cy6anuaepmanbHOro
ny3blpsi, CTPENKOW 2 — CKOMIEHUS HENTPODUIbHBIX TENKOLMTOB
BAONb AEPMO-3NMAEPManbHON rpaHunLbl.

Note. 1 — subepidermal blister cavity, 2 — neutrophilic leukocytes
deposition on dermal-epidermal junction.

MicTonorunyeckoe uccnegoBaHue

Ha 6a3e HMWL, 3q0poBbs aeten B NepBbiv AEHb rOCMuU-
Tanusauum 6bin B3AT 6MONTAT C KOXKK C 3aHEN MOBEPXHOCTH
6efdpa MeToAoM NaH4y-6uoncuu (OT aHri. punch — yaap).
[Mctonornyeckoe uccnegoBaHue: anMaepPMUc 06bIYHON TO-
WKHbI, cnon anddepeHUMpoBaHbl, cnabbli pbIXbli Kepa-
T03. B ueHTpanbHOM 4acTu 6GuonTaTa HaxoAuTCs Cy6anu-
flepMasbHbI Ny3bipb, B MONOCTM KOTOPOro MPUCYTCTBYIOT
GUOPUH M HENTPODWUSIbHBIE NENKOUMUTBI. B yd4acTKax KoM,
npunerawllen K ny3blpto, OTMEYaeTcs IMHENHas WHOWUIb-
Tpauusa M3 HEUTPODUIbHbBIX IEUKOLMTOB BAONAb AEPMO-3MU-
fepMasnbHON rpaHuubl. MpuaaTKOBbIE CTPYKTYPbl COXPaHHbI.

KonnareHoBble BOJSIOKHa AepMbl 6€3 MPU3HAKOB CTPYKTYp-
HbIX UBMEHEHWN (puC. 2).

Mpn npoBegeHMn peakuuu HenpsasMon WUMMYHOdH00-
pecueHumn (PHU®) ¢ aHTUTENAMM K MMMYHOrNo6ynMHam
(immunoglobulin, Ig) G, A, M B 6uonTate BM3yalbHO HemMo-
parKeHHOW KOXW BbIABASETCH OoT4eTnMBas duKcauus geno-
3uToB 1gG B BMAE SIMHUW BAONb AepPMO-3nuaepMasibHON
rpaHuLbl, Ha ydacTKax CMOHTAHHOroO pacluenaeHns matepu-
ana NMHUS TOKanu3yeTcs B AHe (B AepMalibHOM YacTun) apTu-
duumnanbHoro nysbips (puc. 3). Mpn 601bWIOM YyBEANYEHUMU
(X600) B CTPYKTYpE NMMHUN CBEYEHUS BbISBISKOTCA €QUHNY-
Hble y4acTku ¢ dopmunpoBaHnem U-naTtTepHoOB (Ha 60nblieM
NPOTSXEHUU CTPYKTypa NIMHUU CBEYEHUs HecneunduyHa).
B mMeHblUen cTeneHn BbiIBASETCA o4aroBas GuKcauns geno-
31TOB IgA 1 IgM, TaK e B BUAEe NMHUM BAONb AEPMO-3NUAEP-
MaJibHOW FpaHuLbl.

KnuHu4yeckuit guarHos

Ha ocHoBaHWK Kanob (pacnpoCTpaHEHHbIE KOXHble
BbICbIMA@HUSA M BblparKEHHbIN 3yad), aHaMmHe3a 3aboneBaHus
(ANUTENbHOCTb TeYeHUusl, HeaPDEKTUBHOCTb MPOBOANMMOrO
fle4yeHunsl), AaHHbIX OCMOTpa (XapaKTep Cbinu, NloKanusa-
UMs, Hanuyme BTOPUYHBIX MOPGONOTMYECKUX 3N1EMEHTOB)
W pesynbTaToB MPOBEAEHHbIX UCCNeAoBaHWI (rucTtonoruye-
CKOro U MMMyHOdN0OPECUEHTHOr0) Obla YCTAHOBNEH Aunar-
HO3 «[1pMOBGPETEHHDbIN BYNIE3HbIN ANUAEPMOSNS».

JleyeHue B cTauuoHape

JleyeHne 6biNO HanpaBAeHO Ha NpeaoTBpalleHUe Mo-
SIBIEHUS HOBbIX BbICbIM@HWUI, NPODUNAKTUKY BTOPUYHbIX
OCNOXHEHUN (MHPUUMPOBAHUS BCKPbIBLWIMXCA My3blpeNn).
B KadecTtBe npenaparta Bbibopa A/ N€4YEHUS OCHOBHOrO
3a60n1eBaHUs 6bl1 NPUMEHEH AAMNCOH B 103UpoBKe 1,4 mMr/Kr
B CYTKM, YTO COOTBETCTBYET Ha3Ha4YeHWIO NpenapaTa B AeT-
CKOW npaktuke npu nenpe [7]. C MOMeHTa HacTynneHus
NMOMHOM PEMUCCUM KPaTHOCTb MPUMEHEHMUS npenaparta CHU-
anacb no cxeme 5 gHen npuema, 5 gHen otabixa. Ha ¢poHe
NpPOBOAMMOWM Tepanuu Habaancsa perpecc OCHOBHbIX NPo-
SIB/IEHUW KOXHOrO naTosiormyeckoro npotecca. NoboyHble
ABNEeHMS 3a BpeMs npebbliBaHUs B cTauMoHape He Habnto-

Puc. 3. MNauuneHTtKa J1., Bo3pacT 5 net: uUMMyHOobNOOPECLIEHTHOE UCCefoBaHKe GuonTaTta

Fig. 3. Patient L., 5 y.o0. girl: immunofluorescence test of biopsy sample

1
2

lpumevaHune. UccneposaHue 6uonTtata, B3ATOrO € y4acTKa 3[0POBOM KOXKW B NepBbI AeHb rocnutannsaunm, BolinoiHeHo Metogom PHUD
C npeaBapwvTenbHbIM paclienneHvem B 1M pactBope HaTpus xnopuaa (PreY «rTHUAK», MockBa). Busyanuaupyetcs aptuduLmnanbHbIn
ny3bIpb (MONOCTb Ny3blps OTMEeYeHa cTpenkon 1). CBeveHne aHTUTeN K IgG (cBeTNas rpaHuLa cnpaBa OT CTpeNiki 1 1 Haj cTpenkon 2)
HabnogaeTtcs B AHe Ny3blps, T.€. B AepMalibHOM YacTu pacliensieHHoro 6uonTara (cTpesika 2), 4To cooTBeTCTBYeT KapTuHe MB3 (X600).
Note. Examination of biopsy sample from intact skin on the first day of hospitalization. Performed by use of indirect immunofluorescence test
with preliminary segregation in 1M NaCl solution (FSAI “SRCDC”, Moscow). Artificial blister is visualized (1 — blister cavity). IgG antibodies
(light area on the right of Arrow 1 and above Arrow 2) is disposed on the bottom of the blister, in dermal part of the biopsy sample (2), and

this correspons to EBA (X600).



Janucb. O6pa3oBaHMe HOBbIX 3/1IEMEHTOB CbilKU HE OTMeYe-
Ho. C peKkoMeHgauMsaMu no yxoay (o6paboTKa pacTBOpPOM
C @aHWIMHOBbLIMW KPacuUTENSIMK) 3a OCTAaTOYHbIMU ABNEHUAMU
B BUAE IMUTENNSUPYIOLLMXCS 3P03UK Ha 12-e CyT naumMeHTKa
BblMMCaHa 13 ctaunoHapa. C MOMeHTa HacTynIeHNS NOJIHOM
pemuccum (4 mec) CHUXKanacb KpaTHOCTb NMPUMEHEHUS Aar-
COHa no cxeme 5 gHew npuema, 5 gHewn oTabixa. Ewe vyepes
3 Mec npenapaTt OTMEHEH.

AnHamMmuKa u ucxopabl

Ha Tpetni mecsuy, nocne BbIMUCKU (MHPOpMaLUsa nony-
YyeHa oT poauTenen no tenedoHy) saboneBaHne He peunam-
BMPOBano, jeyeHne MnpoBOAMUTCSH HEMNpPepbiBHO, NOGOYHbLIE
AB/IEHUS HE OTMEYaNUChb.

KNUHUYECKUA NPUMEP 2

O nauueHTe

MauneHTKa M., Bo3pacT 8 nert. lMocTynuna ¢ kanobamu
Ha pacnpocTpaHeHHbIe BbICbIMaHUS Ha KOXKe, COMPOBOXaato-
lmecs 3yagom 1 6onesHeHHocTbo. Co cnoB MaTepu, B KOHLE
nionst 2016 r. oTMeyanocb CNOHTaHHOE NOSAB/IEHUE MENKUX
ny3blPbKOB M 04aroB rMnepemMmm no JAMHUKM KpacHOM KanMbl
ry6 ¢ nocneayrowmnm o6pasoBaHui Ny3bipen U ganbHEULWUM
pacnpocTpaHeHMEM B TEYEHUE HEeLEeNN Ha KOXy NvLa, Wew,
HUMHKUX KOHeYyHocTel. O6liee COCTOSHME He Hapylanochb.
C noago3peHMeM Ha repnecBuUpycHy0 MHQEKLUMIO B TeYEHHME
2 Hepg nonyvana fevyeHne aumKIOBMPOM U MMMYHOMOZYIN-
pyloLWMMK cpeacTBamMu, Ha GoHe 4Yero oTmevanacb OTpwU-
LuatenbHas AMHaMMKa TeYEeHUS KOXKHOro NaTofiorMyecKoro
npouecca, Bbipaxatlowancs NosBAEHUEM HOBbIX BbICbIMHbIX
aneMeHToB. Yepe3 2—-3 Hep OT Havasna NevyeHus NpoTMBOBM-
pyCHbIMK MpenapaTamun nepeHecna oCTPbIA TOH3UANKT, NONY-
Yyana aHTMbGaKTepuanbHyo Tepanuio (4TO KOHKPETHO — HEU3-
BECTHO), MpW 3TOM PErUCTPUPOBANOChb MOSBNEHWE HOBbIX
ny3blpen.

B ceHTa6pe 2016 r. oTMevyanocb MOSIBEHME HOBbIX
ny3blpen Ha KOXKe faJloHen U NOAOLWB, MPOLECC CoXpaHscs
B TedyeHune 3 Hea. MNauneHTKa NPOKOHCYNbLTUPOBaHa Aepma-
Tonorom. lnarHo3 Heu3BecTeH (MaMa pebeHKa He cMmorna
BCMOMHMUTb). B COOTBETCTBMM C Ha3HAYEHHbIM fle4EHUEM
MCNOSIb30BaNM aHTUCENTUYECKME BAHHOYKU WM TOMMYECKME
INIIOKOKOPTUKOCTEPOUAbI Ha 06/1aCTh NOParKEHHON KOXU —
C HEKOTOPbIM YAyylleHWMeM B BMAE MpeKpalleHus pocTa
CTapbIX My3blpen, OTCYTCTBMEM MOSIBNIEHUS HOBbIX Ha KOXe
Kucten mn cron. lNMpu ob6palleHUn B KOXKHO-BEHeponorundye-
CKMIM aMcnaHcep No MeCTy XWUTenbCTBa B Ma3Ke W3 My3bl-
pen BblaeneH remMoIMTUHECKMI CTadPUNOKOKK: nony4vana
aHTMGaKTepuanbHoe fevyeHne, COpbeHTbl, aHTUTMCTaMUHHbIE
npenapatbl — 6€3 BblpaXeHHbIX NBMEHEHWIN KOXHOIO Npo-
uecca. PekomeHgoBaHa rocnutanusauuns B OTAeNeHMe aep-
matonornn HMWL, 3gopoBbs geTen.

AHaMHe3 XW3HU: pebeHOK OT nepBOM GEPEMEHHOCTH,
npoTeKaBLllen 61aronpusaTHO Ha BCEM MPOTSKEHUU. PaHHUI
HeoHaTaNbHbIM Nepuoa 6e3 ocobeHHocTen. [epeHeceHHble
3aboneBaHWsa: BeTpsaHaa ocna, 6poHXuUT, ageHouauT. [Mpwu-
BMBKMW cAenaHbl N0 BO3pacTy. AnneproiorMyeckmm aHamHes
He oTarouweH. TpaBMbl M onepauuu OoTpULaeT. Y AeaylKu
no JIMHWKM OTLA — caxapHblM AMabeT 2-ro TmMna, y 6abyLliKu
no IMHUKU MaTepn — BpPOHXManbHasa actMa. Y poaACTBEHHUKOB
3a60neBaHNa ¢ NOAOGHLIMU CUMMTOMaMK He OTMeYanuchb.

dusuKkanbHaa AMarHocTuka

KOXHbI NaToONOrMYEeCKU NpoLecc HOCUA pacnpo-
CTPaHEHHbIN, acMMMETPUYHbIM XapakTep. Jlokanusosancs
Ha KOXXe nu1ua, BEPXHUX U HUKHUX KOHEYHOCTEN, 6bli npea-
CTaBNE€H MHOXECTBEHHbIMWU O4aramu TUNEePeEMUU TUPASH-
foo6pasHon Gopmbl, Ha GOHE KOTOpOW pacnonaranucb

Puc. 4. NauuneHTKa ., BO3pacT 8 net: NpuobpeTeHHbI 6ynnesHbi
3NMAEpPMOonun3
Fig. 4. Patient P, 8 y.o. girl: epidermolysis bullosa acquisita
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lMpumevaHue. NMprUobpeTeHHbIN BynnesHbIi annaepmMonun3
npeacTaBieH MHOXECTBEHHbIMU HaMPSXKEHHbIMU My3bIPAMHU
HenpaBwnbHOW GOPMbI C NIOTHON NOKPbIWKOM Ha GOHe o4aros
runepemun. OnpegensietTcs Hanuyune 3po3uii, MECTaMK C CEPO3HO-
remMopparMieckMMm KopoyKamu.

Note. Epidermolysis bullosa acquisita is presented by multiple
tense irregular blisters with solid cover alongside with focal
hyperemia. There are erosions, some with serohemorrhagic caps.

Hanpsi*KeHHble Ny3blpn HenpaBuabHon dopMbl (5X20 MM)
C NJIOTHOM TMOKPbLIWKOM M MPO3payvHbiM COAEPHKMUMbIM.
Ha MecTe BCKpbIBWKWXCS MNy3blpen HabnoganmMcb 3p03uu
APKO-KPACHOro LBeTa, MectaMu C Cepo3Ho-remopparnye-
CKMMM KOPKaMW Ha MOBEPXHOCTU, OKPYXKEHHble remoppa-
rMYECKNUM BEHYMKOM (puc. 4). BbiaBNeHbl XPYNKOCTb KOXM;
MHOX€ECTBEHHbIE MUANYMbI.

MpepBapuUTenbHbIA AUArHo3
C yyeTOM K/IMHMYECKOM KapTuHbl 3aboneBaHust Obin
3arnofo3peH NPUoBpPETEHHbIN BYIE3HbBIV ANUAEPMONU3.

JlaGopaTopHble uccnegoBaHus

B o6lem aHanM3e KpoOBM — MaKpouuTapHas aHe-
Mus (remornobuH 106 r/n). BUOXMMUYECKMIK aHanM3 Kpo-
BU — anbbymMuH 29 r/n (Hopma 38-54). AHTUTENA K K-
aAMHYy M TKaAHEeBOW TpaHCrayTaMuHa3e oTpuuaTefibHble.
AHTUHYKI€apHble aHTUTeNa He 06HapyKeHbl. 06K aHann3
MO4YM M Konporpamma — 6e3 0CO6EeHHOCTEN.

McTonoruyeckoe uccnegoBaHue

Ha 6a3e HMMWL, 3q00poBbs aeTel B NepBbii A€Hb rOCMNU-
TanmM3aunun B3aT 6MoNTaT C KOXK 3agHen NOBEPXHOCTM Npea-
naeybs ¢ NoMoLblo punch-6uoncuu (puc. 5): B COOTBETCTBUM
C 3aK/IloYeHneM, «nodanuiepmalsbHblil My3blpb, COAEpIKa-
LWNN BONbLIOE KOMMYECTBO HEUTPOPUIOB, 303MHODWUIIOB,
KNETOYHbIN AETPUT, NPONUTaHHbIN GUBpUHOM. B aepme and-
dy3Hble, NepuBacKynsapHble U NepUdONINKYASIPHbIE TYCTble
MHPUNBbTPaTbl C 60/1bLINMM KOJIMYECTBOM HENTPODUIOB U NPU-
Mecbto 303nHODMNOB. CTEHKU COCYAOB YTOMLEHbI, 9HAOTE-
NN nponudepupyeTr.
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Puc. 5. MauuneHTKa M., BO3pacT 8 NeT: rucroiornyeckoe
uccneaoBaHve uonTata KoK U3 o4ara NopaxKeHUs ¢ Ny3blpHbIM
3/1EMEHTOM

Fig. 5. Patient P, 8 y.o. girl: histological examination of skin biopsy
sample from lesion focus with blister

lMpumeyvarme. CTpenkon 1 ykasaHa nosiocTb cy6anmMaepmasbHOro
ny3blpsi, CTPENKOW 2 — CKOMIEHUS HENTPODUNbHBIX TEMKOLMUTOB
BLONb JEPMO-3NUAEPMAbHOM rpaHuLbl.

Note. 1 — subepidermal blister cavity, 2 — neutrophilic leukocytes
deposition on dermal-epidermal junction.

Puc. 6. MNMauuneHTKa M., BO3pacT 8 net: UMMyHObII00PECLLEHTHOE
uccnenoBaHue 6uonTata BU3yaabHO 3[0POBOI KOMXM

Fig. 6. Patient P, 8 y.o. girl: immunofluorescence test of biopsy
sample of visually intact skin

1
2

lMNpumeyvarme. NccnegoBaHue BbinosiHeHo metogom PHU®

C nNpefBapuUTeNbHbIM pacluenieHMeM GuonTtaTa Koxu

B 1M pacTBOpe HaTpua xnopuaa. Busyanusupyetcs
apTudruManbHbIN My3blpb (MONOCTb Ny3bIPS YKa3aHa CTpenKko 1).
CBeyeHue aHTUTEN K IgG (CBeYeHue) HabnoaaeTcs B AHe Ny3blps,
T.€. B AepMasibHOM YacTu paclienneHHoro 6uonTara (cTpenka 2),
4YTO cooTBETCTBYET KapTuHe MB3 (X600).

Note. Examination is performed by use of indirect
immunofluorescence test with preliminary segregation in 1M NaCl
solution. Artificial blister is visualized (1 — blister cavity).

18G antibodies (glow) is disposed on the bottom of the blister,

in dermal part of the segregated biopsy sample (2), and this
correspons to EBA (X600).

UmmyHodnoopecLleHTHOE uccnegoBaHue

UccnenoBaHune 6uonTata, B3ATOrO € y4acTKa BU3yanbHO
3[10POBOI KOXM, NPOBEAEHO B MEPBbIN A€Hb rocnuUTanu3aumnm
C npeaBapuTeNbHbIM paclienieHnem B 1M pacTBope HaTpus
xnopuaa. MiccnegoBaHme npenaparta NpoBOAWMIOCH Ha 6ase
®IrBY «focynapCTBEHHbIM Hay4HbIM LIEHTP AepMaToBEHepOo-
iorMmM 1M Kocmetosiorum» (ganee Prey «rHUAK») (puc. 6).
MpoBeaeHa PHU® c aHTuTenamu K IgG, IgA n IgM. JlnHenHas
duKcaumsa aHTUTEN BAONMb AEPMO-3NUAEPMabHON TPaHULbI
COOTBETCTBYET AMarHo3y 6ynnesHoro nemoéuronga. OaHako
C y4eTOM JIOKaNM3aLUun CBEYEHUS B [HE apTUdULMaNbHOro
ny3bips M U-naTTepHOB CBEYEHUS BbIIBNEHHAs KapTuHa
6onee xapaktepHa ana Nb3.

KnuHuyecKkun guarHos

Ha ocHoBaHWK anob (pacnpoCcTpaHEeHHbIE KOXHble
BbICbIMaHWs, conpoBOXAatolmecs 3yaoM W 60/Ie3HEHHO-
CTbl0), aHaMHe3a 3aboneBaHus (AMTENbHOCTb TeYeHus,
HE3a)DEKTUBHOCTb NMPOBOAUMOrO Jle4eHUs), AaHHbIX OCMO-
Tpa (xapaKTep CbiNK, JOKanuM3auus, Haauvyme BTOPUYHbIX
MOP®dOSIOrMYECKUX INTEMEHTOB) U PE3YNLTAaTOB MPOBEAEHHbIX
nccnefoBaHUmn (TMCTONOMMYECKOro U UMMYHO(IIOOPECLEHT-
HOro) Obla yCTaHOB/EH AMarHo3 «[pnobpeTeHHbIn Gynnes-
HbIV 3NUMAEPMOSN3».

[AMHaMuKa U ucxopbl

MprHUMNbI Tepanuu B OTAENEHUWU OblIM aHaNOrMYHbIMU
nepBOMY Clly4ato: NaLUMeHTKa nosiydana CUCTEMHYIO Tepanuto
[JarncoHom B Jo3upoBKe 1,25 Mr/Kr B CyTKW. Bbin nonyyeH
XOpPOLWMWN OTBET Ha JleYeHne C pas3pelleHMeM OCHOBHbIX
nposiBfieHMn 3aboneBaHus. [py BbIMUCKE AaHbl PEKOMEH-
Jalnn No yxody 3a OCTaTOYHbIMM MPOSBAEHUSIMU epMaTo3a
(06paboTKa INUTENNIUPYIOLLMXCS 3PO3UN aHTUCENTUYECKHU-
MU pacTBOpamMM U pacTBOPaMu C aHUIIMHOBbLIM KpacuTenem).
B COOTBETCTBUM C KaTaMHECTMYECKMMMU [daHHbIMK Yepes
4 mec 6blna JOCTUTHYTa PEMUCCUSA C MOSHLIM pa3peLleHun-
€M KOXHbIX BbICbIMaHWI; HOBbIX NPOSiIBNEHWI 3abosieBaHus
He oTMeyeHo. Yeped 12 mec npenapaT 6bl1 OTMEHeH. Nocne
OTMEHbl JancoHa pemuccus 3aboneBaHUsA COXpaHsaeTcs
B Te4YeHne OAHOro roga.

KJIMHUYECKHUHA NPUMEP 3

O nauyueHTe

MaumeHTKa A., Bo3pact 7 net. O6paTtnnach C *anobamu
Ha pacnpoCTpPaHEeHHblE BbICbiNAHWSA, HE3Ha4YMTENbHbIA 3yA.
Co cnoB poautenen, 3abonena ocTpo, 6€3 04EBUAHbIX MPUYMH.
Hayvano 3a6oneBaHns CONPOBOXAAOCh NOSBIEHUEM NEPBbIX
BbICbINAHWM Ha KOXe NMLa, YLWHbIX PAaKOBUWH, LWewW, npeanne-
YUK, NaflOHEN, CTOM, B NepraHanbHon obnactu. MNpu obpalle-
HUX B MOMMKIMHUKY MO MECTY XWTenbCcTBa Oblal BbiCTaBNEH
anMarHos «gA-3aBMCUMMbIN JIMHENHbIN AepMaTuT». HasHayeH
pacTBOp AeKCaMeTa3oHa BHYTPMMbIWEYHO B YyObiBatoWewn
[1031poBKe ¢ 8 [0 4 Mr Ha 6-e CyT, MECTHO — 06paboTKa
aHTMcenTMKaMun. Ha @oHe nevyeHus Habnwoganca perpecc
BbiCbinaHuni. Cnycta 4 Hepn 3aboneBaHve peunanBuMpoBano.
C uenbto o6cnegoBaHns, YTOYHEHUS AMarHosa v onpeaene-
HUSA OanbHENIIEN TaKTUKU BEAEHUS NalMeHTKa HanpaB/ieHa
B AepmaTonornyeckoe otaeneHne HMWL, 3gopoBbs aeten.

AHaMHE3 W3HW: pPaHHWW HeoHaTaNbHbIM Mepuon 6e3
ocob6eHHocTeN. [lepeHeceHHble 3ab60NEeBaAHNA: OCTPbIE PeC-
nupaTopHble MHbeKumn 3-4 pasa B roa. [puButa no
KaneHgapt. MenotBogoB He 6bino. Poautenu 340pOBbI.
ANnepronorn4ecKknin CEMenHbIN U HacNeACTBEHHbIM aHAMHES3
He OTArolleHbl. TpaBMbl M OnepaLmn OTPULAET. 3aboneBaHUs
C MOX0XEeN CUMNTOMAaTUKOM Y POACTBEHHUKOB OTPULIAET.

®dusnKanbHana gMarHocTUKa

KOMHbI NaTONOrMYeCKMn NPOLLECC HOCKM pacnpocTpa-
HEeHHbIA, aCUMMETPUYHbBIA XapaKTep, Obl1 npeacTaBfieH
ny3blpsiMu pa3mepom ot 3 go 20 MM B AMaMETPeE, OKpY-
rNI0M NonywapoBMAHOM GOPMbI C HAMPSKEHHOW MOKPbILWKOM
M CEepo3HbIM COAEPXUMbIM 6€3 TEeHAEHLMUU K rpynnupoB-
Ke. Mo nepudepun nysbiper OTMEYaNoCb Haauyne 3pu-
TeMaTo3Horo BeH4nka go 0,5 cm B avamerpe. CumnTom
HuKonbCcKOro oTtpuuaTenbHbiK. [lpouecc fnoKanuMaoBasncs
Ha KOXe nuua, TynoBulla 1 nagoHen (puc. 7). OTMevanocb
Hann4Me MUINYMOB.

MpeaBapuTenbHbI UArHo3
Ha ocHoBaHMK npeabsaBASeMblX anob, AaHHbIX aHaM-
He3a 3abofieBaHusi, OCMOTPa W MNpPeACTaBEHHbIX pPe3y/b-



TaTOB wWccneaoBaHui y6eamuTenbHbIX AaHHbIX 3@ JAMHeap-
Hbl IgA-3aBUCUMbIM AepMaTo3 He MoJly4eHo; MocTaB/ieH
npeaBapuTenbHbIM AMarHo3: «bynnesHoit nemourona? MNpu-
ob6peTeHHbIN 6ynnesHbin annagepmonui?» C uenbto audode-
pEeHUWanbHOMW AMArHOCTMKM OblI0 MNPUHATO pelleHne
0 NpoOBEAEHMN ONArHOCTUYECKON BUOMNCUN U UMMYHODTHOO-
PECLEHTHOrO UCCNefoBaHMS.

JlTaGopaTopHble uccnegoBaHus

Ha MOMeHT nocTynfieHns B o6WeM U BUOXMMUYECKOM
aHanuM3e KpoBM — 6e3 NaToNorMyecKUXx W3MEHEHUN.
AHTUTENA K MUaauMHy U TKAHEBOW TpaHCryTaMUHase OoTpu-
uatenbHble. AHTUHYK/IEapHble aHTUTena He OGHapyKeHbI.
O6LWMIh aHann3 MOYU U KonporpaMmma — 6e3 0CO6eHHOCTEN.

MMcTonoruyeckoe uccnegoBaHue

Ha 6a3e HMMWL, 3q00poBba AeTel B NepBbii AEHb rOCMU-
TanmM3auuun B3AT 6MONTaT C KOXWM CMMHbI METOAOM punch-
6uorncun: B COOTBETCTBUM C 3aK/IOYEHUEM, «Ccybanuaep-
MasbHbIA My3blpb, B KOTOPOM BbIIBAEHO 3HauyuTeNbHOE
YUCIO HENTPODUNOB, 303UHOPUNOB, KNETOYHbIV AETPUT, MPO-
nUTaHHbIM GUBpPUHOM. B nepme — anddysHole, nepndonnum-
KynsipHble MHbUAbTPaThl, COAEpKalLMe 60MbLIOE KONUYECTBO
HENTpPodUIoB 1 303nMHODUNOB» (puUC. 8).

UmmyHodnoopecLeHTHOe uccneaoBaHue

UccnegoBaHne 6uonTaTta, B3ATOrO € y4acTKa BMU3yalbHO
3[10POBOV KOXM, BbINOSIHEHO C MpeaBapuTeNbHbIM paclue-
nneHvem B 1M pacTBOope HaTpusl XJopuaa B NepBbin AeHb
rocnutanu3aunn (Prey «"HUAK») (puc. 9). Mpu npoBeaeHUn
PHU® ¢ aHtnTenamu K IgG, IgA, 1IgM B 6ruontate BM3yanbHO
HEMnopaXeHHOM KOXW BAOMb AepPMO-3anuaepmasbHOn rpa-
HULbl HabngaeTcs otyeTiBas dukcaums IgG, B MeHbLLER
cteneHn — IgA un IgM. Bo Bcex y4acTKax CMOHTaHHOro pac-
L enNeHNs NOCKyTa KOXM BAOb AepMO-3nnaepmManbHOm rpa-
HULbI MaTepuana InHUA NoKanuayeTcs B AHe (B AepMasibHOM
yacTu pacuiensieHuns) aptuduumnanbHoro nysbips. B cTpyk-
Type nnHUKM ceeveHuns IgG n IgA npeobnagatot U-natrepHbl

Puc. 8. MaumneHTKa A., BO3pacT 7 NeT: TMCTON0rM4yecKoe
nccnefoBaHne GMonTaTa KOXKM U3 04ara NopaxeHus ¢ ny3blpHbIM
3/1EMEHTOM

Fig. 8. Patient A., 7 y.o. girl: histological examination of skin biopsy
sample from lesion focus with blister

MpumevaHune. CTpenkon 1 ykasaHa nonocTb cy6anuaepmanbHoro
ny3blpsi, CTPENKOW 2 — CKOMMEHUS 3HAYUTENBHOMO KOMYeCcTBa
NIEMKOLMTaPHbIX KTETOK.

Note. 1 — subepidermal blister cavity, 2 — deposition of significant
quantity of leukocytes.

Puc. 7. NaumneHTKa A., Bo3pacT 7 neT: NpuoGpeTeHHbI Gynne3Hbli
3NMAEpPMOonun3
Fig. 7. Patient A., 7 y.o. girl: epidermolysis bullosa acquisita

e

lMpumevaHue. NMpUoBpeTEHHbIN BYNNE3HbIN 3NUMLEPMONN3
npeacTaBieH MHOXECTBEHHbIMU BE3UKYNAMU U HAMPSKEHHbIMU
ny3bIpSMU NONyLLapoBUAHOM GOPMbI C NNOTHON NOKPbILWKOM

Ha $GOoHe o4aros runepemMuu.

Note. Epidermolysis bullosa acquisita is presented by multiple
vesicles and tense hemisphere blisters with solid cover alongside
with focal hyperemia.

(cM. puc. 9). JlnHenHasa duKcauus aHTUTEN BLOSb AEPMO-
3NUAepManbHON rpaHuLbl HE MPOTUBOPEYUT KIMHUYECKO-
My AuarHozdy 6ynnesHoro neméuvrouga. OfHaKO C y4eToMm
NIOKanu3auun CBeYeHUs B AHe apTuduumManbHOro nysbips
n U-natTepHOB CBeYeHMs BbigBEHHasa KapTuHa 6o/ee XxapakK-
TepHa Ans NpuobpeTeHHOro 6yNne3Horo anMaepMonusa.

Puc. 9. MNauuneHTKa A., Bo3pacT 7 net: UMMyHObI0OpECLLEHTHOE
nccnegoBaHue 6ronTata BU3yanbHO 340POBOM KOXM

Fig. 9. Patient A., 7 y.o. girl: immunofluorescence test of biopsy
sample of visually intact skin

lNpumeyaHne. iccnegoBaHwe BbiNonHeHO metogom PHUD

C NpeABapUTeNbHbIM pacluenneHrem 6ronTaTta Koxu B 1M pacteope
HaTpusi xnopuaa. Buayanuaupyercs aptTuduLmanbHbli My3blpb
(nonocTb Ny3bIps YKa3aHa cTpenkow 1). Ceevenne antuten K IgG
(cBeTnas rpaHuua cripaBa OT CTPeNoK 1 u 2) HabnoaaeTcs B gHe
ny3blps, T.e. B ilepMasibHOM YacTu pacLuensieHHoro 6uonTarta
(cTpenka 2), 4TO COOTBETCTBYET KAPTUHE NPUOBPETEHHOIO
6ynnesHoro anuaepmonusa (X600).

Note. Examination is performed by use of indirect
immunofluorescence test with preliminary segregation in 1M NaCl
solution. Artificial blister is visualized (1 — blister cavity).

1gG antibodies (light area on the right of Arrows 1 and 2) is disposed
on the bottom of the blister, in dermal part of the segregated biopsy
sample (2), and this correspons to EBA (X600).
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JAvHamMuKa U ucxogabl

JleyeHne 60NbHOM MPOBOAWMIOCH MpenapaTtoM AarncoH
B AO3MpPOBKe 1,25 Mr/Kr B CYyTKM B Te4eHMe BCEero nepuoaa
rocnuTann3auum. Ha MOMEHT BbIMMCKM OTMeYanacb Mono-
XUTeNbHasA AMHAMWKa KOXKHOrO MpoLecca: NpexHue ane-
MEHTbl PEerpeccuMpoBanu, HOBbIX BbICbiMaHWUIA HE BO3HMWKa-
no. NauuneHTKa BbINMCaHa C PEKOMEHAALMEN MPOAOIKUTb
Jle4eHne AancoHOM B MCXOAHOM AO3UPOBKE. Ha npoTaxKeHun
6 mMec nocne rocnvtanuM3auum geBodvka NpuHUMana npena-
paT C TOW e KpaTHOCTblO, Aanee no cxeme 5 gHen npvema,
5 aHew oTabixa. [anee npyvem gancoHa Npoao/mKancs eue
4 mec ¢ nocneaylouen OTMEHON.

MporHo3s (o6wwui)

MporHo3 npuobpeTeHHOro 6ynn1e3HOro anuvaepmonn3a
6naronpuaTHbii. pu NpaBWIbHO NMNOAOGPAHHOM JIeYEeHUU
(B OMMCaHHbIX BbllWe cly4yasx — 3TO MPUMEHEHWe npena-
pata AancoH) MOXHO A0GWUTbCSA MOHOrO perpecca M KOH-
Tpons Hag 3aboneBaHueM. Y BCex Tpex NauMeHToB yaanocb
[0CTUYb MOJSTHOM peMnccum 6e3 pa3BuUTns NO60YHbIX IPdeEK-
TOB Ha npenapar.

OBCYXAEHME

BnepBble TEPMUH «MPUOBPETEHHBIN BYNNe3HbIM anuaep-
Monua» npumenmn B 1985 r. G. Elliott, onucas aByx nauu-
€HTOB C 6y//1Ie3HbIM AepMaTo30M [7]. Bo BTOpon nonosuHe
ABajuaTtoro Bexka 3aboneBaHue Obl10 OMMCaHO MOBTOPHO
M MOMY4YnIo UCMonb3yemoe B HacTosilee BpeMsi Ha3BaHwe
B CBA3M C KJIIMHUYECKUM CXOACTBOM C AUCTpodUuyeckomn dop-
MOW BPOXAEHHOro 6yn1e3HOro annaepmosnmsa, MmaHudecTu-
poBaBLLEN BO B3pocaom Bo3pacTe [8].

KnuHuyeckue BapuaHTbl B3

MepBbIM, KNacCUYEeCKUM, HEeBOCMANUTENIbHbIN MeXaHo-
OynnesHbl TUN (KnMHMYecKknn BapuaHT) NMB3 nposiBnsetca
XPYMKOCTbIO KOXM, My3bIpAMU U 3PO3USIMKU, BOSHUKAOLWNMU
BC/MEACTBME JIOKANIbHbIX TPaBM, Yalle B 061acTU KOCTHbIX
BbICTYNOB; 3aXWBMEeHWE MNPUBOAUT K 06pa30BaHWUO MWIKU-
YMOB M aTpopUYECKMX PyOLIOB C rMMnep- U FUNonurMeHTa-
uMen, 0CO6EeHHO y MHAMBUAYYMOB C TEMHbBIM TUMOM KOXM.
TakXe BO3MOXHbI NMOBPEXAEHNE HOITEN UK UX ANCTPODUS
[9]. BTopown BapuaHT B3 — BoOCnanuTenbHbIA, NPOTEKaeT
no Tuny 6ynne3Horo neméourovaa. Y Takmx 60JbHbIX BO3-
HUKaOT 3yaswmne, BocnanuTesbHble, HanpsKeHHbIe Ny3bipw,

Puc. 10. JMarHoCTUY4ECKUIM anropmuTm nNpu NpnobpeTeHHOM
6ynne3HoM anuaepmonuse [3]
Fig. 10. Diagnostic algorithm for epidermolysis bullosa acquisita [3]

KnuHuyeckoe coctosHue naumeHTa

OTCyTCTBME B CEMENHOM aHaMHese
6Y/E3HBIX AEPMAaTO308

Cy63nuaepmMasbHble My3bipu Mo pesynstatam
rMCTONOrMYECKOro UCCNefoBaHMUs

OTnoxexue AT (IgG) B o6nactu aepmo-
anuaepManbHoro coeauHenus (Pnd, PHUD)

OTnoxexue AT (IgG) Ha aepmanbHOM CTOPOHE Npu
PU® ¢ NaCl/MMMYHO31EKTPOHHOM MUKPOCKOMNWUK

lMpumevaHune. AT — aHTutena, PniMd/PHUD — peakuus npamoit/
HenpsiMon UMMYHOGIIOOpPECLIEHLIUN.

Note. AT (Ab) — antibodies, Pn1® /PHU® (dIFT/ilFT) — direct /
indirect immunofluorescence test.

BO3MO}HO C remMopparnMyeckMM COAEPHKUMbIM, MNOSIBASIO-
wmecss Ha GoHe HopMaibHOW WM IPUTEMATO3HOM KOMKM
WU ypTUKapuin. [lopaxKeHus 3BOJIIOLMOHUPYIOT € 06paso-
BaHMEM 3pPO3WI, KOPOK, AMCXPOMWMW, HO, KaK MpaBwuno,
perpeccupytot 6e3 pybuesaHua [10]. Tpetun tmun MBI nmeet
CXOXECTb KIMHUYECKON KapTKHbI C pybuytolmnmes neMmopuro-
MOOM C MPEUMYLLECTBEHHBIM MOPaXeHUeM CAU3UCTbIX 060-
loveK ¢ nocnegywowum pybueaHnem [11]. BoBneyeHue
B MaTofIOrMYeCKM MPOLIECC CMM3UCTON 0BO0N0YKM MOSIOCTH
pTa, KOHbIOHKTVBbI, HOCOBOM NOMIOCTH, NULLEBOAA, FOPTaHM
M 061acTU reHuTanum y getenm MOXKET MPUBECTM K passiny-
HbIM OC/IO}KHEHMAM, TaKUM KaK 3aTpyAHEHWE MUTaHus, cTe-
HO3 MuLLeBOAa, YPETPbI U MONOBOro TPakTa, a TaKkKe cpa-
WEeHNEe KOHBLIOHKTMBLI, KOTOpas MOXEeT MporpeccupoBaTb
BMNOTb 40 popmupoBaHua cnenotbl [11]. CyliecTByeT pucK
TpaHcdopMaumn mMexaHobynnesHon dopmbl MBS B BOCNa-
nuTenbHyto. Bo3aMoxHO pa3sutue dopmbl MBI no tmuny nem-
duronaga bpaHcTuHra—Illeppu, KoTopas XapaKTepuayeTcs
NMopaXKEHWEM KOXM Nuua U OTCYTCTBMEM BOBMEYEHUS CNU-
3UCTbIX 060oso4eK [12]. Ewe oaHa dopma B3 npotekaet
no TUNy NTMHenHoro IgA-3aBMcMMoro 6ynnesHoro gepmaTtosa,
OflHaKO y AeTen BcTpedaetcs peako [13]. OnucaHbl cnyyvau
OAHOBPEMEHHOM0 Pa3BMUTUS KNAaCCMYECKON M BOCNanuTeNb-
Houn dopmbl B3 [14].

MNB3 y geten BCTpeyaeTcs valle, Yem y B3pOcC/blX, NpoTe-
KaeT no Tuny 6ynne3Horo nemourona c BOBA€YEHUEM CINU3H-
CTbIX 060/104€K U GbICTPbIM OTBETOM Ha CUCTEMHYIO TEPanuio,
B YaCTHOCTK AancoHom [15]. Komop6uaHocTb MNB3 y B3pOCbIX
XapaKTepu3yeTcst CO4ETaHMEM C 3a60NEBAHUSAMM KeNya04HHO-
KMLLEYHOro TpaKTa, B TOM YMC/e ¢ BocnanutenbHbiMmu 60nes-
HAMMW KULLIEYHWKA, @ TaKKe C CUCTEMHbIMWU ayTOMMMYHHbIMM
3ab0neBaHUAMMK, caxapHbiM AvabeTom, nMMbOMON. Y aeten
Takue accounaumnu, Kak npaBuno, He BbigBasoTes [16].

C y4yeTOM reTeporeHHOCTU KIMHUYECKUX MNPOSiBAEHUM
anarHocTtuka MNb3, ocHOBaHHAA UCKIOYUTENbHO HA KIWHU-
YeCKMX AaHHbIX, 3aTpyaHuTenbHa [17]. B cBs3K ¢ aTuM npea-
naraeTcs anropmMTt™M AMarHoCTM4ecKoro noucka (puc. 10) [3].

AnddepeHuymnanbHaa guarHocTuka

OuddepeHunanpHas amarHoctvka B3 BKIOYaeT apy-
rMe ayTOMMMYHHble My3blpHble AepMaTo3bl, Takne Kak 6yn-
NIE3HbIN Nemdurona, XpPOHUYECKUM OYyNNe3HbIN AEeTCKUM
aepmaros, pyéuylolwmncs nemMdburoma, ByabrapHasa ny3blp-
yaTKa 1 repnetudopmHbIn gepmatut [16]. bynnesHas dopma
CUCTEMHOWM KPacCHOM BOMYaAHKMU TaKXKe MOXET UMETb aHaso-
FMYHbIE KIMHUYECKNE NposiBAeHUs [17]; oO6HapyKeHWUe aHTK-
HYK/IeapHbIX aHTUTeN MoMoraeT B AuarHoctuke [16]. Ana
6ynnesHon GopmMbl CUCTEMHOM KpPaCHOM BOMYAHKW XxapaK-
TEPHbl 3a*KMBJIEHME 3NeMEHTOB 6e3 06pa3oBaHus pybLOB,
NoKannaaumus ny3bipen Ha He3alMLLEHHbIX OT COMHLLa y4acT-
Kax KOXXM 1 lydLLmni, no cpaBHeHuto ¢ MBI, TepaneBTUYECKUM
OTBET Ha gancoH [18]. Mpn nogo3peHnn Ha mexaHobynnes-
Hyto dopMmy MBI cneayeTt UCKNIOUYUTb MO3AHIOK KOMXKHYO Nop-
dupHio U AUCTPOPUYECKUI ByNNe3Hblh ANUMAEPMOSNS, T.K.
0N 3TUX 3a60NeBaHNM TaKKe XxapaKTepHa XPYNKOCTb KOXHO-
ro NoOKpoBa, o6pa3oBaHue Ny3bipen n pyéuos [19]. B Takunx
cly4asix nomMoratoT NpaBUbHO COBPaHHbIM aHaAMHES XKU3HU
(BnepBble MM 06HapyXeHo 3abosieBaHME C TaKUM MNposiBie-
HWEM), BK/IOYas HACNeACTBEHHbIN (Hanuyne y poaACTBEHHMU-
KOB NMOAOOGHbIX MOPaXKeHU KOXKK) U AaHHble OCMOTpa, a Tak-
YK€ MMCTONornyecKoe nccnegoBaHne 6uontata KOXn B Mecte
ny3bips 1 npoBegeHne PHU® ructonornyeckoro matepuana
C HenoparKeHHoro yyacTtKa [20].

JleyeHune
Nevenune MBI npeacrtaBnsetr 60MbLUIME CIOXKHOCTU W,
no coo6UIEHNIO OTAeNbHbIX aBTOPOB, YacTO OKa3blBaeTcs



HeabPeKTUBHbIM [2]. Bo MHOrMx cnyyasx nauuneHTtbl ¢ MNb3
He pearupyloT Ha BbICOKME [03bl CUCTEMHbIX IOKOKOP-
TMKOCTEPOMAOB, a3aTWoNpuHa, MeToTpekcata U LuKiodoc-
damupga. Bmecte ¢ TeM B psae cnyvyaeB MNoOKa3aHa 3¢-
GEeKTUBHOCTb MOHOTepanuu fdancoHoMm [2], a TaKKe ero
KOMOUWHaLMK ¢ NPeaHNU30/10HOM [21]. IPDEKTUBEH B NEHEHUU
MB3 n unKnocnopuH [21], ogHaKO TOKCMYHOCTb MpenapaTta
He NO3BOJISET €ro WWPOKO MCNONb30BaTh B NeaMaTpUYecKon
npaktuke [3]. B anutepatype UMeTCS eaAuHUYHbIE COOBLLIEHMS
06 3QDEKTUBHOCTU KONIXMLMHA [22] B BbICOKUX A03MPOBKax
(ot 0,6 go 1,5 mr/cyt). KOAXMUMH MMEET MeHblle noboy-
HbIX 9 PEKTOB B CPaBHEHWUKU, HAMPUMEP, C LUKIIOCNIOPUHOM,
ncnonb3dyemblM ans nevenus MBI [22]. NMnasmadepes v yaa-
JleHre aHTuTen K KonnareHy tuna VIl 3 nnasmbl naumeHToB
¢ NNB3 nomoratoT J06UTLCA KOHTPOJIS TaKUM e 06pa3oM, Kak
My nauMeHToB c ny3bipyaTkomn [3]. OTMevanacb adpdeKTUB-
HOCTb MCMOSIb30BaHUS BHYTPUBEHHOIO WMMMYHOMNO6YAMHA
(1,7 r/Kkr) B nevyeHuun naumeHtoB ¢ MBI [23]. B HeKOTOPbIX
KNUHUYECKUX MCCNefOoBaHUSAX MOKa3aHbl MOMOXUTENbHbIE
pes3ynbTaTtbl NMPUMEHEHNUS GUONOrMYECKUX NpenapaToB Npo-
TUB aHTUreHa daKTopa HeKpo3a onyxonu anbda u aHTUTeN
K CD-aHTMreHam npotuB B-knetok [3]. B cnyyae noa6opa
BapuaHTa NevyeHns, NpoaeMOHCTPMPOBABLLEro CBO 3PdeK-
TMBHOCTb, BCEM MaLMeHTaM MoKasaHa noaaeprKuBatollas
CUCTEMHAs Tepanus nocne AOCTUKEHUS PEMMUCCUU, YXO[
3a OTKPbITbIMW 3PO3UBHO-A3BEHHLIMU MOPAXKEHUSMU KOXKMU
(06paboTKa aHTUCENTUYECKMMWU pacTBOpamMu U pacTBOpamu
C aHUMHOBbLIMU Kpacutensamu), npopunakTuka TpaBm.

B KayecTBe TepaneBTMYECKOro noaxoaa B nevyerHuun MNb3
MOXET 6blTb UCMONb30BaHa CXeMa fleveHus, npeacTaBneH-
Haa Ha puc. 11 [24]. CTteneHb TAXKECTU B AaHHOM cClyyae
oLeHMBaeTCs Npv NEPBOM BM3WTE NaLMeHTa B 3aBUCUMOCTH
OT NnJoWwagn MOoparKeHUs KOXHOro nokposa. lpu Hanu-
YUK BbICbIM@HWI, OrPaHUYEHHBIMKU ABYMS aHaTOMUYECKUMU
061acTMK, CTENEHb TAMKECTU paclLeHWBaeTCa KaK ferkas,
a npu 6o5iee pacnpoCTpaHEHHOM — KaK cpeaHsas Nnnbo
Taxenasa [25]. BeBuay peokocTM gepmartosa crneuuasibHbIX
CTaHJapTOB BeAeHMs NaLuneHToB He pa3paboTtaHo. 1o Hawe-
MY MHEHWIO, JaNCOH ABASETCS npenapaToM NepBoro Bbi6o-

pa B nevyeHuun MBI y geten, KOTopbii B NpeacTaBleHHbIX
chyyasix He MPUBOAM K TakMM No60oYHbIM 3dpdeKTaM, Kak
M3MEHEHWE MoKasaTeNen KPoBK, annepruyeckue peakumu,
HapylleHne CHa, NCUXMYECKME PacCTPOMCTBA, HapylleHus
OYHKUMOHMPOBAHNS OPraHOB KENyAO4YHO-KMLLEYHOro TpakK-
Ta. [MonoxutenbHasa AMHaAMUKa KNMHUYECKOW KapTUHbl 3a60-
NleBaHMsA OTMEYaeTCs YKe 4yepe3 Heaento nedvyeHus pan-
COHOM. B cnyvyae nosiBneHUs HOBbIX BbICbiNaHW Ha QoHe
Tepanuu, a Take nporpeccun 3aboneBaHvsa B BUAE yBENN-
YeHUs pa3mMepoB Ny3blpen fleYeHne MHTEPNPETUPYETCS KaK
HeabPEKTUBHOE.

3AKJ/IIOMEHME

Onupasicb Ha CMMNTOMbI 3a60/1IeBaHNS, HanM4Yne ny3bl-
pew, MWIMYMOB, XPYMKOCTb KOXW, XPOHWYECKOE TeyeHue,
Heo6x0AMMO MMETb HACTOPOXEHHOCTb B MfiaHe AuarHosa
MNB3 y peten. Ana nageHTMdmKaumum 3aboneBaHunsa n andde-
peHLUManbHON AMarHOCTUKK C ApYyrMMK Bynne3HbIMU agepma-
TO3aMK Heo6XxoaAMMo BbinonHeHne PHU®D. MepBoi nuHuen
Tepanuu MNB3 B AETCKOW MpaKTUKe, MO HalleMy MHEHWIo,
ABNSETCS AanCOH.

WHO®OPMUPOBAHHOE COINIACUE

B cnyyae N2 1 oT maTepu pebeHKa Nosly4eHOo MMCbMEHHOEe
[06pOoBO/IbHOE UHPOPMMPOBAHHOE corfacuMe Ha nybauKka-
LMIO OMUCaHUS KAMHMYEeCKoro ciyyas. [ata noanvcaHus
17.05.2018. OT maTepu nauueHTa noay4eHo 406poBONbHOE
NMUCbMEHHOE MHPOPMUPOBAHHOE corfacue Ha nybanKaumo
€ero M3o06paKeHun B MeAULMHCKOM XKypHasne, BKo4asa ero
3MIEKTPOHHYIO Bepcuto. JaTta nognucanunsa 17.05.2018.

B cnyyae N2 2 oT maTepu pebeHKa Nosly4eHOo MMCbMEHHOEe
[06poBO/IbHOE UHPOPMUPOBAHHOE corfacuMe Ha nybauKa-
LMIO OMUCaHWUS KAIMHMYEeCKoro ciyyas. [lata noanvcaHus
22.09.2017. OT maTepu NnayumeHTa nony4eHo Jo6poBOJbHOE
NMUCbMEHHOE MHPOPMUPOBAHHOE cornacue Ha nybankaumo
€ero M3o06pakeHnn B MeAULIMHCKOM XKypHasne, BKo4asa ero
3MIEKTPOHHYIO Bepcuto. JaTta nognucanunsa 22.09.2017.

B cnydae N2 3 oT oTua pebeHKa Noay4eHo NMCbMEHHOoe
[06poBOSIbHOE MHDOPMUPOBAHHOE cornacue Ha nybnuka-

Puc. 11. Cxema nevyeHus npuobpeTeHHoro 6ynne3Horo annaepmonnaa [24]

Fig. 11. Scheme of epidermolysis bullosa acquisita treatment [24]

Jlerkasi creneHb

CO CHUXEeHWeM [03bl

LinknocnopuH

ToNOXKUTENbHBbIN TpoaonmxeHne MonoxuTenbHbIN Mponomxenne
apdeKT Tepanuu ekt Tepanuu
OTcytcTBME
HeT adpdekra
sbderTa 4' KonxuLmH oo }—{ rKC
N MpoaonmkeHne
Yxyawexve |—| F'KC flonoxuTenbHbIA Tepanuu
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MonoxuTenbHbIn
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MpoaomxeHue Tepanuu MpoaomxeHue
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Het addekTa I

MpumevaHune. TKC — rMIOKOKOPTUKOCTEPOULbI.
Note. N'KC (GKS) — glucocorticosteroids.
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KnuHun4yecKoe Ha6GnogeHue

M0 OnMcaHMa KIMHWYEeCKoro cnyyas. [lata noanucaHus
29.08.2018. OT oTua nauueHTa noJiydyeHO A06POBOJIb-
HOe NUCbMEHHOEe MHDOPMUMPOBAHHOE cornacue Ha nybnu-
Kauuilo ero u3obpareHnn B MEeOULMHCKOM KypHane,
BK/IlOYAA €ero 3MeKTPOHHYyl Bepcuto. [lata noanucaHus
29.08.2018.
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