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APAHEOIIAACTUYICCKAS IIY3BIPYATKA:
OCOOEHHOCTU KAUHUKH U AUATHOCTUKH

© Kapamosa A.3.*, 3HameHckas J1.0., Hecbenosa M.A., Mexanesa E.C., Tpbko E.B.

[0CY[APCTBEHHbINA HAY4HbIA LIEHTD AePMATOBEHEPONOrN 11 KocmeTonorin, Mocksa, Poccus

MapaHeonnacTmnyeckas nyabipyaTka — 9TO ayTOMMMYHHbIN epMaTo3, NpoTeKaoL i Ha oHe
Heonnasun. MoXeT BO3HMKATb [0 ANarHOCTMPOBaHMSA OHKOIOrMYECKOro 3aboneBaHus, B TeHeHNE

W BCKOpPE MNocrie fIe4eHNs N faxe B Nepmop PEMUCCUM OCHOBHOIO 3aboneBaHus. Kak npasuno,

nog napaHeonnacTU4eckom ny3blip4aTkon nogpasymeBaeTcs oTroxeHne Tonbko IgG. CtaTba
nocesiLleHa napaHeonnactnyeckon IgA/IgG-nyabipyaTke, ABAAIOLLENCS OOGHON U3 pegKnx hopm
napaHeonaacTU4eckmMx Ny3blpyaTok, NPy KOTOPOW HabntogaeTcsa otrnoxeHue u IgA, n IgG. Onncax
KJIMHNYECKMIA cnyyar 60bHOW, Y KOTOPOM B NepMoS PEMUCCUN XPOHUHECKOTO NTIMMEOLMUTAPHOIO
nerko3a NnosiBUINCb pasHoobpasHble BbiCbiNaHms. Ha ocHOBaHMM KITMHUKO-aHAMHECTUYECKUX OaHHbIX,
pes3ynbTaToB AMArHOCTUHECKON BMOMCUM KOXN, UCCNENOBAHUS peakunm MMMYyHOMTyOpecLeHL MM,
KOHCYnbTaLMm Bpaya-remMarosiora, a Takxe KJIMHUKO-nabopaTopHbIX UCCiefoBaHMIA NOCTaBMIEH AnarHo3
«napaHeonnacTtnyeckas IgA/IgG-nysbipyaTka». TpygHOCTN AMArHOCTUKN NapaHeonnacTuyeckmx
ny3bIpYaToK 06YCNOBEHbI NOANMOPIU3MOM BbIChINAHUA N Ppa3HO06pa3MEM KITMHMUKO-NabopaTopHbIX
nokasartenemn, KoTopble, BO3MOXHO, 3aBUCAT OT CONYTCTBYIOLLEN OHKONOMMYECKOM NaToNormmn.

[ns anarHocTM4ecKoro nomcka Heo6xoanMbl OLeHKa KIMHNYECKON KapTuHbI 3a60oneBaHns, TLaTenbHo
co6paHHbI aHaMHEe3 1 NPOBEAEHME NOSIHOrO anropMTMa QUarHoCTUKM NaumeHToB ¢ 6ynnesHbIMm
AepmMaTto3amu.

KntoyeBble CoOBa: napaHeonnacTuyeckas nysbipyartka; Heonnasus; IgG; IgA; peakums
ummyHodnyopecueHuumu (PUD); knuHn4eckum cny4amn

KOHMNUKT MHTEPECOB: aBTOPbI AeKNapupyroT OTCYTCTBME SBHbIX Y MOTEHLMANbHBIX KOH(DIIMKTOB MHTEPECOB,
CBfI3aHHbIX C Ny6nukaumen HacTosiLLen ctaTbu.

NCTOYHMK PMHAHCUPOBAHUS: pyKONUCh NOArOTOBIIEHA U OMYGNIMKOBaHAa B paMKax BbINOSHEHUS
rocygapcteeHHoro 3aganunsa OIbY «MHUOK» Munagpasa Poccun Ne 056-00003-24-02 «Pa3paboTka
Me[VLMHCKOro n3aenusa ans naéopaTtopHoOn ANarHOCTUKN ByNbrapHom ny3bipyatkn» Ha 2024 r. n Ha nnaHoBbIN
nepuog 2025 n 2026 rr.

Cornacve naumeHTa: nauneHT [O6POBOSILHO NOANMCan MHPOPMUPOBAHHOE Cornacue Ha nyGnmnKawmo
nepcoHanbLHoOM MeguLMHCKON nHdopMaLmm B 06e3nn4eHHon hopme B XypHane «BecTHuK gepmaTonorum
N BEHEPONornm».
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Paraneo lastic pembicus: clinical and diagnostic features
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© Arfenya E. Karamova*, Lyudmila F. Znamenskaya, Mariya A. Nefedova, Egana S. Mekhdieva, Ekaterina V. Girko
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Paraneoplastic pemphigus is an autoimmune dermatosis following against the background of neoplasia.

It can occur before cancer is diagnosed, during or shortly after treatment, and even during remission of
the underlying disease. Typically, paraneoplastic pemphigus only refers to the deposition of IgG. The
article is devoted to paraneoplastic IgA/IgG pemphigus, which is one of the rare forms of paraneoplastic
pemphigus in which deposition of IgA together with IgG is observed. We have described a clinical case

of a patient who developed various rashes during the period of remission of chronic lymphocytic leukemia.
Diagnosis of paraneoplastic IgA/IgG pemphigus based on clinical and anamnestic data, the results of a
diagnostic skin biopsy, immunofluorescence test, consultation with a hematologist and lab tests. Difficulties
in diagnosing paraneoplastic pemphigus are due to the polymorphism of rashes and the variety of clinical
and laboratory parameters, which may depend on concomitant oncological pathology. A diagnostic
search requires an assessment of the clinical picture of the disease, a carefully collected anamnesis, and
a complete diagnostic algorithm for patients with bullous dermatoses.
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Il AxtyansHocTb

MapaHeonnacTuyeckasa nysbipyatka — 370 ayTOUM-
MYHHOE Nny3blpHOEe 3abonesaHuve, npoTekarLee Ha oHe
Heonnasvm BHYTPEHHUX OpraHoB, XapaKTepuaylolleecs
TSXKENbIM NOPaXeHNeM KOXM, CIIM3UCTLIX 060104eK 1 pas-
BUTUEM XMN3HEYrpOXatoLLLEero COCTOAHUA BCNEACTBNE MNosB-
NeHns B opraHname 60/1bHOro ayToaHTUTeN NpoTuB 6enNKkoB
pasnnyHbIX CEMENCTB (N1akornobuHa, nepunnakmHa, 3Heo-
nnakuHa, gecmornnakuHa v ap.), gecmorneunHos 1, 3 [1, 2].
HepmaTo3 MOXeT BO3HMKaTb A0 ANArHOCTUPOBaHWUS OHKO-
nornyeckoro 3abosneBaHus, B TEYEHNe UM BCKOpe nocre
neyeHVs U gaxe B nepuog pemuccun oHOBOro 3abore-
BaHu4 [2, 3]. Bnepsble TepMUH «NapaHeonnactTuyeckas ny-
3blpyaTka» npegnoxeH B 1990 r. G.J. Anhalt n coagT., xoTa
3a[0/1ro 0 3TOro OTe4YEeCTBEHHLIMU fepMaTornioraMu 6b1nm
NPeAnpPUHATLI NOMbLITKA YCTaHOBUTL B3aMMOCBA3b MexXay
3/10Ka4eCTBEHHLIMX HOBOOOPA30BaAHUAMU U UX KOXHbIMU
nposieneHuamu [4].

80% Bcex crnyyaes napaHeonnacTU4eckux nysbipya-
TOK CBfI3aHO C reMaToflorM4eckon naTonormen, K KoTopom
OTHOCATCA HEXOLKKUHCKNE NUMAOMbI, XPOHUYECKUIN NTUM-
doumnTapHbIn Nerko3 1 6onesHb KactnemaHa [5]. Pexe
OHa coYeTaeTcs C TUMOMOM, MakporsiobynuHemen Barb-
JeHcTpemMa n numdomMor XoaxkuHa [6—8]. Takxe napaHe-
onnactmnyeckas nysblp4aTka MOXeT 6bITb accouumpoBaHa
C KapuvHoMamu 3nNUTENUanbHOro MPOUCXOXOEHUs, cap-
KOMamMy Me3eHXMMarbHOro MPOUCXOXOEHUS U 3roKade-
cTBeHHON MenaHomown [9-11]. lNMocne ypaneHus onyxonu
BO3MOXHbI ObICTPbIA perpecc BbICbINAHWUMA W MOSIHOE Bbl-
3goposrieHne [3].

MauneHTOoB C NapaHeonnacTU4ecKon My3blp4aTKom
6eCrnoKoAT 60Ne3HeHHble My3bipU U 3PO3UN CIUBUCTBIX
0601104€eK pTa, FeHUTanNumn, Ha KpacHom kamme ry6, KOHbIOH-
KTvBe rnas, NonMmMopnam BbICbINaHWIA (My3bIpy C TOHKOW
W MIOTHOW MOKpbILLIKaMK, nanysbl, aputemMa no Tuny «Mu-
LIeHV» 1 Ap.) HAa KOXe TYNOBULLA, BEPXHUX MU HUKHUX KO-
He4HoCTeNn, nagoHen 1 nogoLs [2]. NocTaHoOBKa anarHosa
BbI3bIBAET TPYOAHOCTU BBUAY MHOroo6pasuis KIMHUYeCcKom
KapTuHbI U TpebyeT NofapobHoro céopa aHamHesa, a Takxe
npoBefeHNs OOMONMHUTENbHbIX MEeTOLA0B AMarHOCTUKK [1].
Mpv npoBegeHnn peakumm nmmyHodnyopecueHumn (PUD)
B KOXe O6O0SbHbIX MapaHeornnacTu4eckon nysbipyaTKom
onpegensetcs otnoxeHune IgG n C3-koMnoHeHTa Komme-
MeHTa B 3MuaepMaribHbIX MEXKIIETO4YHbIX MPOCTpaHcTBax
M 4acTO rpaHynspHOe/IMHENHOE OTIIOXKEHME KOMMNEMEHTa
BOOMb 30HbI 6a3asnibHON MeM6paHbl anugepmuca [12, 13].
OTtnoxeHue IgA coBmecTHO ¢ IgG o6HapyxuBaeTcs KpanHe
penko [13, 14]. MprBoAMM onucaHne YHUKanbHOro KmHu-
Yeckoro cny4as ¢ otrnoxeHvem IgA v IgG npu napaHeonna-
CTUYECKOM Ny3blpyaTke.

OnucaHue KNMHUYECKOro cnyyas

MaumeHTtka W., 69 net, noctynuna B KPYrnocyToYHbIN
ctaumoHap ®rey «MHUOK» Munsgpasa Poccun ¢ guarHo-
3aMu «BynbrapHas ny3sip4arka? 6ynnesHbii neMurona?».

M3 aHamHe3a M3BECTHO, YTO cyMUTaeT cebs 60NbHOM
Cc Hos6psA 2017 r., KOrga BnepBble OTMETWUNAa NOsIBIIEHWNE
BbIpaXXEHHOro 3yfa B 061acTu TynosuLla U KOHEYHOCTEN.
B cBA3n ¢ aTnm obpatunacek B KB no MecTy XuUTenbCcTBa,
roe nocTasfieH AMarHo3 «4epmMato3 HEACHOW 3TUOMOrUn»,
NpOBeAEHO NneveHve npegHM3onoHom 30 Mr/cyT nepoparsb-
HO C MOCTEMEHHbIM CHVXXEHMEM W MOSIHOW OTMEeHOM npe-
napara 4Yepes 2 Mecsua Tepanuun. dpdekTa oT NpoBefeH-
HOro fieyeHuss He HabnHaNoChb, CoXpaHancs 3y Tou Xe
WHTEHCVBHOCTM.

T. 100, Ne 4, 2024
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B aHBape 2018 r. npoBefeHO OBYKpaTHOE MUKPOCKO-
nu4yeckoe nccrnegoBaHMe cockoba KOXM Ha Hanuyne 4eco-
TOYHbIX Krewlen. HecmoTpsi Ha OTCYTCTBME 4ECOTOYHOro
Knewia no pesynsratam aHanu3oB, NaumeHTke NpoBeneHo
NPOTUBOYECOTOYHOE JleYeHWe, MOcMe KOTOPOro nauueHT-
Ka OTMeTuna ycuneHue 3yga, no rnosofy 4ero noBTOPHO
npoBefeHa Tepanusa CUCTEMHbIMU [TIIOKOKOpPTUKOMgamu
6e3 apchekTa.

Yepes 4 mecsua oT Ha4ana 3abonesaHus, B chespane
2018 r., nauMeHTKa oTMeTuna NosiBeHNe oTeka n nokpac-
HEeHWs Nuua, MHOXECTBEHHbIX Ny3blpen AgnamMeTpom 4o 5 cm
B 06nacTu rofieHen. NoctaBneH gnarHos «cuHapom Jlanen-
na», B CBA3W C 4eM rnofyyana fedeHve B OTOAENEHUN UH-
TEHCVBHOW Tepanuu aHTubaKkTepuanbHbIMU U HaPYXHbIMU
cpeacTBaMu € NONOXUTENbHLIM 3P(PEKTOM B BUAE MOSHO-
ro perpecca BbiCbINaHW U YMeHblLUeHns 3yaa. [danee ne-
puogudecku oTMmevana nosiBfieHue nyablper nocne npeg-
LecTBytoLLero 3yaa.

B anpene 2018 r. B cBsI31 C 04epeHbIM 060CTpeHeM
nocTaBfieH OuarHo3 «reprnetnyeckas UHgeKUns», npose-
JeHa Tepanus aumKnoBMpoM nepoparsbHo 6e3 addpekTa.

B mae 2018 r. oTmMeTuna nosiBNeHNe MHOXECTBEHHbIX
ny3bipen B 061aCTU NOMOBbLIX Iy6, B CBA3U C 3TUM Mosy4ya-
na ne4veHue no nosody NUogepMun aHTUbaKTepuanbHbIMM
npenapatamMu € MOMOXUTENbHbIM 3(hdekToM B Buge pe-
rpecca 605bLUMHCTBA BbICbINaHWUNA.

B pnekabpe 2018 r. otMeTuna nosisneHne 6enoro Ha-
neta, TpewmH, 60nM B 061acT KOHYMKa A3blKa, BO3HUK-
HOBEHME MHOXECTBEHHbIX My3blpe Ha KOXe TyfoBMLLA,
BEPXHUX N HUMKHUX KOHEYHOCTEW, KOTOPbIM MpefLlecTBo-
Banl WHTEHCVBHbIA 3yA. B cBA3K C oTCcyTCTBMEM adhdhekTa
OT MpOBeAEeHHOW paHee Tepanuu U MNporpeccupoBaHUeEM
naTonorn4yeckoro npouecca rocnuranu3MposaHa B ctaum-
oHap OI'bY «MHUOK» MuHsgpasa Poccuu.

M3 aHaMmHe3a n3BecTHo, 4To B 2011 r. nayyeHTke gma-
FHOCTUPOBAH XPOHUYECKUI NUMAOLMUTAPHLIA NENKo3, cTa-
aua B, nonyyana tepanuto B reMaTosiorM4eckoM yypexae-
HUK, ¢ 2017 r. — COCTOSIHUE PEMUCCUN.

Pesynbratsl ¢pusnkanbHoro, 1a60paTtopHoOro

U MHCTPYMEHTATIbHOI0 UCCIIEA0BAHN

Mpn nNOCTyNnMeHWM BbICBINAHUS NIOKaNM30Banmchb
Ha KOXe 3ayLLHOW 06nacTu, TYNoBULLEA, BEPXHUX U HUX-
HUX KOHEYHOCTEeN, B aHOreHuTanbHon o61acTu, naxosbixX
1 cybMaMMapHbIX cKnagkax, a Takxe Ha cnmanctomn o6o-
NI04Ke MOMoCTU pTa B BMAE MOMMMOPMHbLIX BbIChINAHWUNA.
Kak Ha BMAMMO 300POBON KOXE, TaK M Ha OTEYHOM rure-
pemMupoBaHHOM OCHOBaHWW OTMeYanncb Be3WKYNo-6yri-
nesHas Cbifb, Ny3blpyM C MNAOTHOW WM BAMOW MOKPbILL-
KOW, C CEepO3HbIM WUNU CEPO3HO-FHOMHBLIM COAEPXUMbIM.
Ha koxe 3aywHon obnactu, cybMamMmapHbIX CKNagok
(puc. 1, A), HmxHen TpeTn xmBoTta (puc. 1, B), cnuHbl
(puc. 1, B) n naxoBbix cknagok (puc. 1, ') onpegensanucb
MOKHYLLIE 3PO3UN APKO-KPaCHOro LBeTa € rHOWHbIM OT-
pensiembIM. KOHbIOHKTMBBI a3 rmnepemMupoBaHbl, UMe-
eTcq rHorHoe othensemMoe. KpacHas KariMma ry6 nokpsita
reMopparv4eckrMy KopKkamu, B yronkax pta — TpeLyHbI.
Ha cnusncTton o6ono4ke pra — MHOXECTBEHHbIe 3po-
31N 1N (PMOBPOHO3HBLIN HaneT Ha hoHe runepcanusalmn
(puc. 2). Ha nagoHHOM MOBEPXHOCTU NEBOWN KNCTU Habmto-
fanacb spvTemMa B BUae «MULLEHW>», MPaBon KUCTU — 3pO-
3VBHO-13BEHHblE feeKTbl, OKPY>XEHHbIE FTHOMHbIM Bann-
KOM (puc. 3), Ha KoXe NeBoro 6egpa — MHOXECTBEHHbIE
A3BEHHble AedeKTbl HEMPaBUIbHbIX OYEPTaHUI C ryCTbiM
FHOWHbIM OTAENAEeMbIM.
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Puc. 1. MokHyLLye 3po3un Ipko-KPacHOT0 LIBETA C FHOMHbIM OTAENSEMbIM (A0 eveHNs): A — B Cy6MamMMapHbIx CKnafikax; b — B HDKHelt TpeTV XmBoTa; B — Ha cnuxe; I —
B MaXO0BbIX CKMafiKax

Fig. 1. Bright red weeping erosions with purulent discharge (before treatment): A — in the submammary folds; b — in the lower third of the abdomen; B — on the back; I —
in the inguinal folds

Puc. 2. MopaxeHue cnusincToil 060104K1 NONOCTY PTa B BUAE MHO- Puc. 3. 9p031BHO-A3BEHHbIE AE(EKTHI, OKPYXKEHHBIE THOMHBIM BAIINKOM HA NafI0HHON NOBEPX-
KECTBEHHBIX 3P03WiA ¥ (HMOBPUHO3HOTO HaseTa Ha (HOHE rnepcaniBa- HOCTV NPaBOIi KNCT (0 NeYeHus).

LnK ([0 neYeHns) Fig. 3. Erosive and ulcerative defects surrounded by a purulent ridge on the palmar surface of the
Fig. 2. Oral mucosa lesion in the form of multiple erosions and fibrin- right hand.

ous plaque on the background of hypersalivation
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Puc. 4. TucTonornyeckoe nccneaoBaHme oronTata Koxi (OKpacka reMatokCUinHoM 1 303uHom, X 100): A — cynpabasanbHblil My3bipb: b — paspo3HEHHbIe aKaHTONUTYECKME
KNIETKIA 11 WX MACTbI, HATIA (UOPUHA, 303UHO(UIBHBIE U HENTPOIIbHBIE TPaHYNOLATHI B MPOCBETE My3bIpst
Fig. 4. Histological examination (hematoxylin and eosin staining, x 100). A— suprabasal bladder; b — scattered acantholytic cells and their layers, fibrin threads, eosinophilic

and neutrophilic granulocytes in the lumen of the bladder

Mpn uMTONOrMYECKOM MCCNEefoBaHNUN CO [Ha 3pO3ui
06Hapy>XeHbl akaHToNMUTUYecKMe KneTku. MNpu ructonorunye-
CKOM McCCrefoBaHuy onpeaensncs KpynHeii cynpabasarb-
HbIN My3bIpb C NPU3HaAKaMn aNUTENU3aLun B gHe nysbIps,
B NMpocBeTe Ny3bIps — pas3po3HEHHbIE aKaHTONMUTUYECKue
KNeTKn M UX Nnactbl, HATU DUOPUHA, S03UHOUIIbHBIE
N HeMTpodUbHbIE rpaHynounTsl (puc. 4). MNpu npoBegeHUn
nccneposanus PU® ¢ aHtutenamum K IgG, IgA, IgM B 61o-
nraTe BUOMMO Hernopa)KeHHOW KOXM Habsofanacb oT4eT-
nuBas dukcaumsa IgA, B 4yTb MeHbLuel ctenedn — IgG

a

B MEXKIIETOYHbIX MPOMEXYTKax BCEX CroeB anugepMmuca
(B BUOe «ceTkmn») (puc. 5, A), dukcaums IgM B BUae Hesspko
BbIPaXXEHHOW MPepbIBUCTON NNMHUKX BAOMb AEPMO-3nungep-
MasnbHOW rpaHuubl (puc. 5, B). C y4eTtom «necTtpon» uMm-
MYHOMITYOPECLEHTHOW KapTWHbI (C HAlMYMEM OTIIOXEHWN
BCEX uccrnenoBaHHbIx aHTUTen — IgG, IgA, IgM, a Takxe
C pasnu4HbIMU NaTTEPHaMM I0KanM3aumm 3Tux aHTuTen —
B MEXK/ETO4HbIX MPOMEeXyTkax n B obrnactu 6asanbHon
MemObpaHbl) PEKOMEHOO0BANOCh WCKMOYUTL napaHeonna-
CTMYECKUIA XxapakTep npoecca.

6

Puc. 5. ccnenosaHue peakuymin MMyHODAYOPECLEHLMIA ¢ aHTTenamu K 1gG, IgA, IgM B GronTaTe BUAMMO HEMOP@XEHHON KOXI: A — 0THeTNMBas (hnkcaLws IgA, B HyTb MeHb-
Leit cTeneHn — IgG B MEXKNETO4HbIX MPOMEXYTKAX BCEX C0EB 3nnagpminca (B BUAE «Cetki»); b — dmkcauns IgM B BInaE HESIPKO BbIDXEHHOI NPEPLIBUCTON JIMHMN BLOMb

[1epMO-3nnepManbHON rpaHnLibl

Fig. 5. Immunofluorescence test with antibodies to 1gG, IgA, IgM: A — clear fixation of IgA, to a slightly lesser extent — IgG in the intercellular spaces of all layers of the epider-
mis (in the form of a “mesh”); b — fixation of IgM in the form of a faintly defined broken line along the dermal-epidermal border
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Mpn yneTpa3BykoBOM UcCCrefoBaHUM NMOAYEstoCTHBIX,
rMy60KNX LLEMHBLIX, NOAMBILLEYHbIX, NaxoBblX, 6eApeHHbIX
nMM@AartnYecknx y3nos oTMevanMcb U3MEHEHUs no Tuny
numdonponudepaumm.

HeopHoOKpaTHO NPOBOAMIICA KOHTPOSb O6LLEro aHanu-
3a KpOoBUW: NPV NOCTYMNEHUN nenkountbl — 14,36 TbIC/MKTT;
nmMmaoumnTel — 63%; cerMeHTosaepHble HeUTpPoUIbl —
25%; CO3 — 30 mm/4. B npouiecce neveHuns oTmevasncs
pOCT 06LLEero Yncna NemkoLmUToB N OTHOCUTENBLHOMO YPOBHSA
NMMOLMTOB C YMEHbLLEHMEM HYmncna HeMTpodunnoB (nen-
kounTbl — 36,12 TbIc/MKI; TMM@oLnTbl — 81%; cerMmeHTo-
saepHble HenTpodubl — 13%; CO3 — 8 mm/4). Mpwn BbI-
nucke: nenkountbl — 41,52 Tbic/Mk; numdountbl — 93%;
cerMeHTosgepHble HenTpodunbl — 4%; COD — 5 MMm/4).

lMpoBepeHa KoHcynbTauus Bpada-remarornora, no 3a-
KMIOYEHNI0 KOTOPOro nauueHTka Hyxpanacb B foo6cre-
JoBaHuK. YuynTbiBasg HapacTaHue nevkoumutosa v nmmdo-
LMTO3a, Henb3s ObIN0 UCKIIOHYUTL PeLnanB XPOHUYECKOro
nMMmdornenkosa.

LincbgbepeHumanbHbii AUarHo3

[narHoctTnyeckuii NoMCK NPOBOANIICA MEXAY Byrnbrap-
HOW ny3bIpyYaTkon, BynnesHbIM neMurontoMm 1 napaHe-
OnnacTMYeCcKon ny3bipHaTkor. Hanmyve MHOXEeCTBEHHbIX
60MEe3HEHHbIX 3PO3MIA Ha CNM3UCTON O6OSI0YKE MONOCTU
pTa v reHuTanui, BanbIX ny3bipen Ha KOXe, Hann4ve akaH-
TONMUTUYECKNX KNETOK, cyrnpabdasanbHoro nysbips 1 obHa-
py>xeHue IgG B Buge «ceTku» B 6uontate BUAMMO HeMo-
paXKeHHOM KOXW CBUAETENbCTBOBAsM B MONb3Y BYbrapHom
nysblpyaTky. 2Kanobbl Ha MHTEHCUBHLIA 3yfA C Mnocrepy-
IOLLMM MOSIBNIEHNEM My3bIpeid C MNOTHOW MOKPbLILLKOW,
3PO3MBHO-3BEHHbBIX [AEEKTOB C HOMHLIM OTAENAEMbIM
roBopunu B nosnb3dy 6ynnesHoro nemduronga. Ha ocHo-
BaHUN KIMHMKO-aHAMHECTUYECKUX [aHHbIX, pesynbra-
TOB AMarHoCTU4eckon 6uoncum Koxu, pesynstatos PUD
B rnpenaparax HernopaxxeHHOM KOXW, KOHCynbTaumn spada-
remarosnora, a Takxe KIIMHUKO-nabopaTopHbIX Uccenosa-
HWI NOCTaBflieH AMarHo3 «napaHeonnactuyeckas IgA/lIgG-
nysbipyarka».

Jlevenne

3a nepuop rocnuTanu3auum MpoBedeHO JleyeHue
npenHM30oHOM B fo3e 60 Mr/cyT n3 pacyeta 1 Mr/kr mac-
Cbl Tena, uedTpMakCoHOM B [03€ 2 r/CyT BHYTPUBEHHO
KanesnbHO, Hapy>XHO BOAHbLIM PACTBOPOM METWUIIEHOBOIO
CUHEro.

Ucxog n pesynbtatsl MocaeAyOLEro HabIoLeHns

MaumeHTKa BbIMMCaHa C MOMOXUTENbHbIM 3hdeKTOM
B BMAE YMEHbLUEHWNA FHOMHOro OTAensemMoro, npekpaile-
HUSA NOAIBNEHNS HOBbIX My3bIper, aNUTenM3aummn 60nbLLen
4acTu 3PO3UI Ha KOXe 3ayLLIHOM 0611acTu, NaxoBbIX U Cy6-
MaMMapHbIX cknagok (puc. 6, A), cnuHel (puc. 6, B), Bepx-
HMX W HWKHUX KOHEYHOCTEW, B TOM 4MUCrie K1ucTen (Ha na-
[OOHHOW MOBEPXHOCTW NEBOW KUCTU COXpaHsAnachk aputema
B BMAE «MULLEHW») (puC. 6, B), aHoreHntansHomn obnacTtu
(puc. 6, ), a TakXe Ha CIN3NCTON 06OOYKE NONOCTUN pTa.

O6cyxpeHue

OnucaHHble KNUHUMYECKME cryvan napaHeonnacTu-
yeckor IgA/IgG-ny3bipYaTkKm HEMHOrOYUCIEHHBI: B [LO-
CTYIMHOW NuTepaTtype yaanocb 06HapYXunTb BCEro 4YeTbipe
ctatbn. B 1994 r. npeacTasneHbl faHHble 0 MyX4uHe 63
neT, cTpajalroLiemM pakoMm JfIerkoro, y KOToOporo Ha Koxe
TYNoBuLLA N HUXKHUX KOHEYHOCTEW Habnoaanmcs Heborb-

BecTHuk gepmaTonorun n seHeponorun. 2024;100(4):XX-XX
Vestnik Dermatologii i Venerologii. 2024;100(4):XX—XX

443

Lne GNALLKK C LenyLLIEeHneM, 3p03nn 1 KOpKU, cnnuaucras
obornoyka pTta He 6blna nopaxeHa. B 6uontarte o6Hapy-
>XeHbl CyOKOpHearibHble akaHTONMUTUYECKNE KNETKN C MHO-
rOYUCNEHHbIMU  NMONIMMOPMPHOAAEPHBIMU  NTEMKOLUTaMMU.
Mpun PUD B koxxe 60nbHOro 6b1nn BbisiBieHbl aHTUTeNa IgG
1 IgA UCKMIOUYUTENBHO B BEPXHUX YacTax anugepmuca [15].

B 2007 r. onucaH cny4anm napaHeonnacTuyeckomn
IgA/IgG-ny3bip4aTky y nauueHta 79 net ¢ XPOHUYECKMM
nMmdounTapHbIM N1ENKO30M. Y 60NBHOr0 OTMeYanuchb no-
paxeHue CnNU3UCTbIX 060SI0HYEK pTa, KpacHOW KarMbl ryo
B Bue 60SIe3HEHHbIX 3PO3UNA, KOHBIOHKTVBUT, Ha KOXe TY-
NIOBULLIA U KOHEYHOCTEN — BE3UKYNO-NycTynesHas Cbinb
Ha oHe 3puTeMbl. [Mpn rMCTONOrMYECKOM MCCnefoBaHnum
O6Hapy>XeHbl BHYTpPUIaNuaepMasbHbI akaHToONn3 C Hen-
TpodunbHOM uHdWNbTpauuer, Tenbua Cusatra. Mo pe-
3ynetatam PU® B KoXe BbISBIEHbl OTIOXeHWs IgA Ha no-
BEPXHOCTW KEPATUHOLMTOB, a Takxe oTrnoxeHus IgG B 3oHe
6a3anbHor MembpaHbl [16].

B 2014 r. npeactaBneHbl AaHHble 0 69-neTHeM naum-
eHTe c napaHeonnacTtnyeckon IgA/IgG-ny3bipyaTkon, ac-
COUMNPOBAHHON C aHrMOMMMYHO6MACTHON T-KNeTo4YHOM
NMMMOMOWN, y KOTOPOro Habropanucb 6bICTPO pacrpo-
CTpaHsoLLMeCa U CrvBalomecs Mexay cobon nysbipu
M 3pOo3nnN Mo BCEMY KOXHOMY MOKPOBY, a TakXe 3po3un
Ha cnuM3ucTon obornoyke pra. o pesdynsrtatam rmcTonoru-
YeCKOro nccnefoBaHus BblsiBIeHbl cy6anuaepMarnbHble ny-
3bIpY N UHUIBETPALMA OepMbl aTUNNYHBIMU TMMAdoLMTA-
mu. IMpu nposefeHun PUD B Koxe 605IbHOro oTMevanucb
OoTHOCUTENbHO crabble oTnoxeHuns IgG n IgA Ha nosepx-
HOCTW KepaTUHOLUMTOB, a TakxXe JNIMHeNHble oTnoxeHus IgA
BOOSIb 30HbI 6a3anbHO MeMbpaHbl [17].

B 2016 r. onucaH cny4an 63-neTHero 605IbHOro € na-
paHeornnacTtmnyeckon IgA/IgG-ny3bipyaTkon nocne npose-
OEHHOro XMMUOTEparneBTUHECKOro JieyeHns Mo MoBofy
HEXOMKKUHCKON B-knetoyHo nvmdombel. Y nauueHTta
OnpefenanMcbL 60ne3HeHHbIe 3po3nn Ha CrIM3UCTON 060-
TI0YKe rnas, pTa, KpacHom KariMel ry6 v B nepuaHansHom 06-
NacTh, MHOXECTBEHHbIE 04arn 3puTeMbl Ha KOXe TynosuLLia
M KOHEe4YHOCTen, nposofunack guddepeHumansHas auna-
rHoctTuka ¢ cuHgpomom CtumeHca—[xoHcoHa. IMpu rucTo-
NIOrMYECKOM MCCnefoBaHnm GronTarta Koxu Tynosuwa (npu
OTCYTCTBMU My3bIPHOr0 3f1IEMEHTa) OTMeYascs HeKpo3 Kepa-
TUHoumTOB. o peaynstatam PVI® B Koxe 60/LHOMO BbIsB-
neHbl oTrnoxeHus IgG, C3-komnoHeHTa KomnnemeHTa u IgA
Ha MOBEPXHOCTN KepaTMHOUMTOB, a Takxke C3-KoMmnoHeHTa
KOMrieMeHTa B 30He 6a3anibHo MembpaHsb! [18].

AHanna KIMHUYEeCKUX criyqaeB noateepxpaaeT Tpyad-
HOCTW AMarHOCTUKU MapaHeonnacTuyeckux nysbip4aTok
BCneacTene nonMMopdnuamMa BbICbINaHUM U pas3Hoob-
pasus KNMHUKO-NabopaTopHbIX MokKasaTtenen, KoTopble,
BO3MOXHO, 3aBMCAT OT COMYTCTBYIOLLEN OHKOMornye-
ckon nartonorun. OpgHoBpeMeHHoe oTnoxeHue IgG, IgA,
IgM B MeXKNeTo4HbIX NPOMeXyTKax 1 BOOMbL 6a3asibHom
MeMbpaHbl — MPU3HaK napaHeonacTM4eckoro npowec-
ca, npu aToM hopmmuposaHue IgM nponcxoauT paHbLLue,
yem IgG [19, 20]. MapaHeonnacTu4eckas ny3bipHaTKa
BO3HMKAeT Ha (OOHe Heonnasunm, MOXeT pasBMBaTbCA
KaKk BO BpeMs TepanuuM OCHOBHOro 3abonesBaHusi, Tak
1 BO Bpems pemuceuu [21, 22].

Y nauueHTKu, npefcTasBneHHoOM B JAHHOM KIMHUYe-
CKOM cry4ae, NMpu3Haky napaHeonnacTn4eckon nysbipyar-
KV MPOSIBUIIUCH B NEPUOL, PEMUCCUN XPOHNYECKOro NIMMA0-
LMTapHOro nenkosa.

B 2021 r. B Poccuitckon ®depfiepaummn padoyas rpynna
Komuteta POOBK npegnoxuna knaccudukaumio nyabip-
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Puc. 6. YMeHbLIEHINe HOAHOMO OTAENSEMOrO, MPEKPALLEHUE MOSBNEHNS HOBbIX MY3bIPEN, aNUTENN3aLMS BOMbLUEA 4ACTV 3p03Nii (MOCAE NeYeHIs): A — Ha KOXe CyOMaMMapHbIX
CKNanoK; b — cnuHbl; B — naioHHoI NOBEPXHOCTY NEBOIA KNCTU (COXPAHANACh 3pUTEMa B BUAE «MULIEHN>); [ — aHOreHUTanbHoi 06nacTu

Fig. 6. Reduction of purulent discharge, cessation of the appearance of new bladders, epithelization of most erosions (after treatment): A— on the skin of submammary folds;

b — back; B— palmar surface of the left hand (with saving erythema in the form of a “target”); I — anogenital area

YaTKW, BKIOYAIOLLYIO NapaHeonacTUHecKyo ny3bipyaTky,
npu KOTOPOW MoppasymMeBaeTcs OTNoxeHue Tonbko IgG
[23]. C y4eTom onuCaHHbIX KIMHWUYECKUX Cly4aeB MOXHO
npeanoXuTb M3MEHeHVe Krnaccudukaumm c ykasaHvem
OBYyX BapuvaHTOB MnapaHeonnacTM4eckon nysbipyaTku: 1)
¢ otnoxeHvem IgG; 2) c otnoxeHunem IgG n IgA.

3aknioyenue

MapaHeonnactuyeckas IgA/IgG-ny3bipyaTka aBnseT-
Csl pefKnum 1 TPYyOHO AMarHOCTMpyembIM 3aboneBaHveM,
Mo KIIMHUYECKUM 1 MOPOSIOrMYECKUM MPU3HaAKaM MOXeT
HarnoMuHaTb Takne 3aboneBaHus, Kak ByfnbrapHas nysbip-
yatka, 6ynnesHbli nempurovs, MHOroopMHas akKccyaa-
TMBHas sputema, cuHgpom CTmBeHCca—[])KOHCOHa, CWH-
npom Jlavienna v gp. MNpu BbINOMHEHUN ANArHOCTUYECKOrO

T. 100, Ne4, 2024

noncka Heo6xoouUMbl OLeHKA KIMHUYECKON KapTUHbI 3a60-
NieBaHus, TLWATENbHO COOpPaHHbLIN aHaMHe3, NpoBedeHue
NOJSTHOro anroputMa naéoparopHor ANarHOCTUKM nauueH-
TOB C OYnnesHbIMU AepMarto3amMu, BKIOYaroLLen LUTono-
rMYEeCKUA, TUCTONOMMHYECKUA, UMMYHO(IOOPECLEHTHbIN
v Opyrue Metofdbl UCCNefoBaHus.

LononHutensHas uHopmaums

AHanna Ha onpeneneHne aHTUTeN K NiakMHam, necMmo-
rmenHam, OecMOKOMHaMm, C3-KOMI'IOHeHTy KOMMNeMeHTa
He npoBoauncs.

Disclaimers
Antibody tests to the plakins, desmogleins, desmocolins,
the C3- component of complement haven’t been taken.
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