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APAHEOIIAACTUYICCKAS ITy3bIPYATKA:
OCOOEHHOCTU KAUHUKU U AUATHOCTUKH
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[0CYNapCTBEHHbIA HaY4HbI LIEHTP [epMaToBEHEPONOrN 1 kocmeTonorm, Mocksa, Poccus

MapaHeonnacTnyeckas ny3blpyaTka — 3TO ayTOUMMYHHbIN epMaTo3, NPoTeKaoLmi Ha oHe
Heonnasun. MoXeT BO3HMKaTb [0 ANarHOCTMPOBaHMSA OHKOJIOMMYECKOro 3aboneBaHus, B TeHeHNE

W BCKOpPE MNocrie fIe4eHnsa N faxe B Nepmop PEMUCCUM OCHOBHOIo 3abonesaHus. Kak npasuno,

nog napaHeonnacTU4ecKom ny3blip4aTkon nogpasymeBaeTcs oTnoxeHne Tonbko IgG. CtaTba
nocesiLleHa napaHeonnactmuyeckomn IgA/IgG-nyabipyaTKke, ABAAIOWENCA OOHON N3 peakmx hopm
napaHeonaiacTU4ecknx ny3blpyaTok, NPy KOTOPOU HabnogaeTca otnoxeHue u IgA, n lgG. Onncax
KJIMHUYECKMIA cnyYan 60NbHOM, Y KOTOPOM B NepMoS PEMUCCUN XPOHUHECKOIO NTIMMEOLMTAPHOIO
nerkosa NosiBUNNCb pasHoobpasHbie BbiCbiNaHms. Ha ocHOBaHMM KNIMHUKO-aHAMHECTUYECKNX OaHHbIX,
pes3ynbTaToB AMAarHOCTUHECKON BUONCUN KOXN, UCCNENOBaHUS peakLmnm MMMYHOMIyOpPECLEHLMN,
KOHCynbTaLMm Bpaya-remMarosiora, a Takxe KJIMHMKO-nabopaTopHbIX UCCefoBaHMIA NOCTaBMIEH AnarHo3
«napaHeonnactnyeckas IgA/IgG-nysbipyaTka». TpygHOCTN AMArHOCTUKU NapaHeoniacTuyeckmx
ny3bIpYaToK 06yCNOBMAEHbI NOMMOPIIU3MOM BbICbINAHUA N Ppa3HO06Pa3NEM KITMHMKO-NabopaTopHbIX
nokasartenemn, KoTopble, BO3MOXHO, 3aBUCAT OT COMNYTCTBYIOLLEN OHKOSIOMMYECKOW NaToNornun.

[ns anarHocTn4eckoro nomcka Heo6xoaMmbl oLeHKa KIIMHNYECKON KapTUHbI 3a60feBaHns, TaTenbHO
cobpaHHbI aHaMHE3 U NPOBEAEHME NOSIHOrO anropMTMa QUarHoCTUKM NaumeHToB ¢ 6ynnesHbIMm
AepMaTto3amu.

KnioyeBble CNOBa: napaHeonnacTuyeckas nysbipyartka; Heonnasus; IgG; IgA; peakuus
ummyHodnyopecueHuumn (PUD); KnuHNYeckum cnyyamn

KOHMNUKT MHTEPECOB: aBTOpbI AeKNapupytoT OTCYTCTBME IBHbIX Y MOTEHLMANbHBIX KOH(DIIMKTOB MHTEPECOB,
CBfI3aHHbIX C Ny6nukaumen HacTosiLLen ctaTbu.

NCTOYHUK (PHAHCUPOBAHMWS: pyKONUCh NOArOTOBMEHA U OMYGNIMKOBaHa B paMKax BbINOMHEHUS
rocygapcteeHHoro 3aganunsa OIrbY «MHUOK» Munagpasa Poccun Ne 056-00003-24-02 «Pa3paboTka
Me[ULMHCKOro n3genus ans nabopaTtopHoOn ANarHOCTUKN ByNbrapHom ny3bipyatkn» Ha 2024 r. n Ha NnaHoBbINA
nepuog 2025 v 2026 rr.

Cornacve naumeHTa: nayneHT [O6POBOSILHO NOANMcan MHEOPMUPOBAHHOE Cornacue Ha nyGnmnKaumo
nepcoHansHoOM MeguLMHCKON nHdopMaLmm B 06e3nnyeHHon hopmMe B XypHane «BecTHuk gepmaTonoruu
N BEHEepOosornm».
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Paraneo lastic pembigcus: clinical and diagnostic features
P P g g

© Arfenya E. Karamova*, Lyudmila F. Znamenskaya, Mariya A. Nefedova, Egana S. Mekhdieva, Ekaterina V. Girko

State Research Center of Dermatovenereology and Cosmetology, Moscow, Russia

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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M AxtyanbHocTb

MapaHeonnacTuyeckasa nysbip4atka — 370 ayTOUM-
MYHHOe Nny3blpHOEe 3abonesaHue, npoTekarLee Ha qoHe
Heonnasuvm BHYTPEHHUX OpraHoB, XapaKTepuayoLleecs
TSXKENbIM NOPaXeHNeM KOXM, CIIM3UCTLIX 060M04eK 1 pas-
BUTUEM XMN3HEYrpoXatoLLLero CoOCToAHUA BCNeACTBNE NosB-
neHns B opraHname 60LHOro ayToaHTUTesN NpoTB 6eNKoB
pas3nu4HbIX CEMENCTB (NnakornobuHa, nepuniakmnHa, 3HBo-
nnakvHa, gecmMonnakuHa v gp.), gecmorneuHos 1, 3 [1, 2].
HepmaTo3 MOXeT BO3HMKaTb [0 ANarHOCTUPOBaHWUA OHKO-
fiornyeckoro 3abonesaHunsl, B Te4EHUE UM BCKOpe nocre
nevyeHVs U gaxe B nepuog pemuccun oHOBOro 3abore-
BaHus [2, 3]. Bnepsble TepMUH «NapaHeonnactTuyeckas ny-
3blpyaTka» npegnoxeH B 1990 r. G.J. Anhalt n coasT., xoT4
3af0Mro A0 3TOro 0Te4YeCTBEHHLIMU AepmMartonoraMmu 6binm
NPeAnPUHATLI NOMbLITKM YCTaHOBUTL B3aMMOCBA3b MexXay
3/10Ka4eCTBEHHLIMW HOBOOOGPA30BaHUAMU U UX KOXHbIMU
nposiBneHuamu [4].

80% BCex crny4aeB napaHeonnacTUYeckux nyablipya-
TOK CBSI3aHO C reMaToflorM4eckon naTonorunen, K KoTopom
OTHOCATCH HEXOIXKKMHCKME NTMMAOMbI, XPOHUYECKUI NINM-
dooumnTapHbIn Nenkos n 6onesHb Kactnemaxa [5]. Pexe oHa
coyeTaeTca C TUMOMOW, MakpornobynuHemen BanbpeH-
cTpemMa u numdomon XomxkuHa [6-8]. Takxe napaHeo-
nnactmyeckas nysbipyaTtka MOXeT ObITb accoummpoBaHa
C KapuuMHOMaMu 3MNUTENNanbHOro MPOUCXOXAEHUs, cap-
KOMaMy Me3eHXMMarbHOro MPOUCXOXAEHUS U 3MoKade-
cTBeHHOW MenaHomon [9-11]. lNMocne ypaneHws onyxonu
BO3MOXHbI ObICTPbIA perpecc BbICbINAHWIA W MOMHOE Bbl-
3noposnenue [3].

MauneHTOoB C NapaHeonnIacTU4ecKon My3blp4aTKom
6eCnoKoAT 60Me3HEeHHbIE MNy3bIpU U 3PO3UKN  CIUBUCTLIX
060MNo4eK pTa, reHUTanumn, KpacHom Kammbl ryd, KOHbIOH-
KTVBbI rNas, NofMMopgdur3M BbICbINaHUIA (My3bIpy C TOHKOW
W MIOTHOW MOKpbILLIKaMK, nanysnbl, aputemMa no Tuny «Mu-
LIeHV» N Ap.) HA KOXe TYNOBULLA, BEPXHUX U HUKHUX KO-
He4HoCTen, nagoHen 1 nogows [2]. NocTaHoBKa gnarHosa
BbI3bIBAET TPYOAHOCTU BBUAY MHOroo6pasvis KIMHU4ecKom
KapTuHbI U TpebyeT nogpobHoro c6opa aHamHesa, a Takxe
NCMONb30BaHUS OOMOMHUTESbHBLIX METOAOB ANarHOCTUKM [1].
Mpw npoBegeHnn peakumm nmmyHodnyopecueHumn (PUD)
B KOXe 6O0sbHbIX MapaHeonnacTu4eckon nysbipyaTkomn
onpegensetcs otnoxeHue IgG n C3-koMnoHeHTa Komme-
MeHTa B 3nuaepMaribHbIX MEXKIEeTO4YHbIX MPOoCTpaHCTBax
W 4acTo rpaHynsipHOe/IMHENHOE OTIIOXEHNE KOMMNEMEHTa
BOOMb 30HbI 6a3anbHoOn MeMbpaHbl anugepmuca [12, 13].
OTtnoxeHwue IgA coBmecTHO ¢ IgG ob6HapyxuBaeTcs KpanHe
penko [13, 14]. MpuBoaMM onucaHne YHUKanbLHOro KImnHU-
Yeckoro cny4as ¢ otnoxeHunem IgA v IgG npu napaHeonna-
CTMYECKOM ny3blpyaTke.

OnucaHne KNUHUYECKOro cnyyas

MaumeHTtka W., 69 net, noctynuna B KPyrnocyToYHbIN
ctauumoHap Oy «MHUOK» MuHsgpasa Poccum ¢ guarHo-
3amu «BynbrapHas ny3blpyatka? 6ynnesHbin nemurona?».

M3 aHamHe3a M3BECTHO, YTO cyUTaeT cebs 60NbHOM
C Hos16psA 2017 r., Korga BnepBble OTMETWUNa NosiIBeHNe
BbIpa>X€HHOro 3yAa B 06nacTu TYnoBuLLA N KOHEYHOCTEN.
B cBs3n ¢ atnm obpatunacek B KB no MecTy XuUTenbCcTBa,
rge rnocTtaerfeH AnarHo3 «AepMaTo3 HESICHOW STUOMOrum»,
npoBefeHo nevyeHne npegHn3onoHom 30 Mr/cyT nepoparb-
HO C MOCTEMEHHbLIM CHWXXEHMEM W MOSIHOM OTMEHOW npe-
napara 4epes 2 Mecsua Tepanuun. dddekta oT NpoBeaeH-
HOro neYeHust He HabnAanochb, COXpaHanca 3yn ToW Xxe
WHTEHCUBHOCTW.
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B aHBape 2018 r. npoBedeHO ABYKpaTHOE MUKPOCKO-
nu4eckoe nccrnegoBaHue cockoba KOXM Ha Hanumyne 4eco-
TOYHbIX Krewlen. HecMoTps Ha OTCYTCTBME YECOTOYHOro
Knewia no pesynsrataMm aHanu3oB, NauuMeHTKe npoBeaeHo
NPOTMBOYECOTOYHOE feYeHue, Nocne KOTOPOro nauueHT-
Ka oTMeTuna ycuneHwe 3yga, no nosogy 4ero rnoBTOPHO
npoBefeHa Tepanus CUCTEMHbIMU IHOKOKOPTUKOMOAMMU
6e3 apdhekTa.

Yepes 4 mecsiua oT Havana 3abonesaHus, B hespane
2018 r., nauMeHTKa oTMeTHNa NosIBIEHNE OTeKa U NoKpac-
HEeHWs LA, MHOXECTBEHHbIX Ny3bIper AnameTpom Ao 5 cm
B o6nactu roneHen. NoctaBneH anarHos «cuHgpom Jlanen-
na», B CBA3W C 4eM rnonyyana fedeHve B OTAENEHUN UH-
TEHCMBHOW Tepanuu aHTUbGaKTepuanbHbIMU U HAPYXHbIMN
cpefcTBaMn € NOMOXUTENbHbIM 3¢hPEeKTOM B BUAE MOSHO-
ro perpecca BbiCbiNaHu U yMeHblUeHVa 3yaa. [danee ne-
puogudecku oTMmedvana nosiBfieHue nyablper nocne npeg-
LecTByioLLero 3yaa.

B anpene 2018 r. B cBA3M € o4epeHbIM 060CTpEHMEM
nocTaefieH AnarHo3 «reprnetndeckas UHgeKuns», npose-
JeHa Tepanus aumKnoBMpoM rnepopasnbHo 6e3 adhdpekTa.

B mae 2018 r. oTMeTuna nosiBfieHMe MHOXECTBEHHbIX
ny3bipei B 061aCTN NOMOBbLIX ry6, B CBA3U C 3TUM Mony4ya-
na ne4veHune no nosogdy nNuUogepMun aHTUbaKTepmanbHbIMN
npenapatamMu € MONOXUTENbHbIM 3(PdeKTOoM B BUOe pe-
rpecca 60MbLUMHCTBA BbICbINaHWUNA.

B peka6bpe 2018 r. oTmeTuna nosieneHve 6enoro Ha-
neta, TpewuH, 60nm B 06nacTy KOHYMKA $3blka, BO3HUK-
HOBEHME MHOXECTBEHHbIX My3blpe Ha KOXe TynoBuLLa,
BEPXHUX N HUXKHUX KOHEYHOCTEWN, KOTOPbIM MpefLlecTBo-
Ban WHTEHCMBHbIA 3yA. B cBA3K C oTCcyTCTBMEM adhdekTa
OT MNpOBedEeHHOW paHee Tepanuu U MNporpeccupoBaHUeEM
naTonorn4yeckoro npouecca rocnvranuamposaHa B ctaum-
oHap OI'bY «MHUOK» MuHsgpasa Poccuu.

M3 aHaMmHe3a n3BecTHO, 4To B 2011 r. nayneHTKe gma-
FHOCTUPOBAH XPOHNYECKUI NUMAOLUTAPHLIA NENKO3, cTa-
ausa B, nonyyana Tepanuio B reMaToiorM4eckom yypexae-
HuK, ¢ 2017 r. — COCTOSIHNE PEMUCCUMN.

Pesynbrartel ¢puankansHoro, 1a60paTropHoOro

U MHCTPYMEHTASIbHOI0 UCCIIEA0BAHNN

Mpn nNOCTyNNeHWM BbICBINAHUS NOKaNM30Banmchb
Ha KOXe 3ayLLUHOW 06nacTu, TYNoBULLEA, BEPXHUX N HWUX-
HUX KOHEYHOCTEeN, B aHOreHuTanbHon o6nacTun, naxosbIxX
M cybMaMMapHbIX cKnagkax, a Takxe Ha cnmamctomn o6o-
NI0YKe MOMOCTU pTa B BMAE MOSIMMOPMHbLIX BbIChINAHWUNA.
Kak Ha BMAMMO 300POBON KOXE, TaK U Ha OTEYHOM rure-
pemMupoBaHHOM OCHOBAHWM OTMeYanuncb Be3WKYno-6yr-
nesHas Cbifb, Ny3blpM C MNAOTHOW WM BAMOW MOKPbILL-
KOW, C CEepO3HbIM WUMU CEPO3HO-FHOMHBLIM COAEPXUMbIM.
Ha koxe 3aywiHon obnactu, cybMamMmapHbIX CKNagok
(puc. 1, a), HWxHen TpeTn xmBoTa (puc. 1, 6), CrUHbI
(puc. 1, B) n naxoBbIx CKNagok (puc. 1, r) onpegensnucb
MOKHYLLIE 3pO3UN APKO-KPaCHOro LBeTa C FHOWHbIM OT-
gensieMbIM. KOHBIOHKTMBBI a3 runepemMupoBaHbl, MMe-
eTcAa rHorHoe otaensemoe. KpacHas Kavima ry6 nokpbita
remopparm4eckMMu KOpKamu, B yrosikax pta — TpeLUmHbI.
Ha cnusncTonn o6ono4vke pra — MHOXECTBEHHbIE 3pO-
3 M (PUO6POHO3HBLIN HaneT Ha oHe runepcanusalmn
(puc. 2). Ha nagoHHOM NOBEPXHOCTM NEBOWN KMCTW HabnIo-
fanacb spuTemMa B BUae «MULLEHW», MPaBon KUCTU — 3po-
3VBHO-13BEHHblE feeKTbl, OKPY>XEHHbIE FTHOMHbIM Bann-
KOM (puc. 3), Ha KoXe neBoro 6egpa — MHOXECTBEHHbIE
A3BEHHbIE AedeKTbl HEMPaBUIlbHbIX O4epPTaHUI C rycTbiM
FHOWMHbIM OTAENAEMbIM.
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B r

Puc. 1. MokHyLLye 3po3un IpK0-KPACHOTO LIBETA C FHOMHbIM OTAENSEMbIM ([0 NeYeHwst): @ — B CyOMaMMapHbIX CKNaaKax; 6 — B HIDKHEN TPETI XINBOTA; B — Ha CTIAHE; M —
B MaXO0BbIX CKMafiKax

Fig. 1. Bright red weeping erosions with purulent discharge (before treatment): 2— in the submammary folds; 6 — in the lower third of the abdomen; 8 — on the back; r —
in the inguinal folds

Puc. 2. MopaxeHue cnusincToil 060104K1 NONOCTY PTa B BUAE MHO- Puc. 3. 3p03nBHO-A3BEHHbIE AEMEKTbI, OKPYKEHHbIE THOVHBIM BAINKOM, Ha 1aZi0HHOI MOBEPX-
KECTBEHHBIX 3P03WiA ¥ (HMOBPUHO3HOTO HaseTa Ha (HOHE rnepcaniBa- HOCTV NPaBOIi KNCT (0 NeYeHIs).

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 nccneaoBaHmue brontara Koxin (OKpacka reMatokCuinHoM 1 303uHoM, X 100): @ — cynpatasanbHbilii My3bIpb: 6 — Pa3pO3HEHHbIE aKAHTONNTUYECKIE
KNETKY 11 UX MNACTbI, HATI (DBPMHA, 303MHO(IbHBIE U HEATPOMUIbHBIE FPAHYNOLNTLI B MPOCBETE My3bIps
Fig. 4. Histological examination (hematoxylin and eosin staining, x 100): 2 — suprabasal bladder; 6 — scattered acantholytic cells and their layers, fibrin threads, eosinophilic

and neutrophilic granulocytes in the lumen of the bladder

Mpn uMTONOrNYECKOM MCCNEefoBaHNN CO fHa 3PO3ui
06Hapy>XeHbl akaHToNUTU4YecKme KneTku. MNpu ructonorunye-
CKOM u1ccrnefoBaHun onpeaensncs KpynHeii cynpabasars-
HbIN My3bIpb C NPU3HaKaMn aNUTeNM3aunn B gHe nysbIps,
B NMpocBeTe Ny3bIps — pPa3po3HEHHbIE aKaHTONMUTUYECKue
KNeTKn M uxX nnactbl, HATU DUOPUHA, S03UHOMUIIbHBIE
1 HenTpodubHbIE rpaHynounTsl (puc. 4). MNpu npoBegeHUn
uccneposanua PUD ¢ aHtutenamm K IgG, IgA, IgM B 61mo-
nraTe BUOMMO HEernopaKeHHOW KOXW Habnofanacbk oT4yeT-
nueas dukcaumsa IgA, B 4yTb MeHbLuen cTeneHn — IgG

a

Puc. 5. ccnenosanne peakum

B MEXKIIETOUHbIX MPOMEXYTKax BCEX CII0eB anvagepmMuca
(B BUae «ceTkn») (puc. 5, a), bukcauus IgM B BUAe HespKo
BbIP@XXEHHOW MPEpPbLIBUCTOW NMHUWM BAOMb EPMO-3nuaep-
ManbHOW rpaHuubl (puc. 5, 6). C y4eToM «necTpor» UM-
MYHOMNTYOPECLEHTHOW KapTWHbI (C HANMYMEM OTIOXEHWN
BCEX uccrenoBaHHbIx aHTUTen — IgG, IgA, IgM, a Takke
C pa3nnyHbIMM NaTTEPHAMU NTOKaNM3aummn 3TMX aHTuTen —
B MEXKI/IETOYHbIX NPOMEXYTKax U B obnactu 6a3anbHown
MembpaHbl) PEKOMEHOO0BANOCh WCKNIOYUTL MapaHeomnna-
CTMYECKU xapakTep npowecca.

6

IMYHOYOPECLIEHLN C aHTTenamn K IgG, IgA, IgM B 6inonTare BAMMO HEMOP@XEHHON KOXN: @ — OT4eTnNBas dmkcauns IgA, B 4yTb MeHb-

Leit cTeneHn — IgG B MEXKNETOHbIX MPOMEXYTKAX BCEX C/I0EB 3nnaepMica (B BIUAE «CETKM»); 0 — chukcaums IgM B BUAE HEAPKO BbIPAXEHHOM NPEPLIBICTON IMHIAM BAONb

JEPMO-3nnaepmanbHoN rpaHiLibl

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”); 6 — fixation of IgM in the form of a faintly defined broken line along the dermal-epidermal border
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Mpu yneTpa3BykoBOM UCCrefoBaHUM NMOAYEstOCTHBIX,
rMYy60KNX LLEVHBLIX, NOAMBILLEYHBIX, NaxoBblX, 6eApeHHbIX
nMM@aTtnyecknx y3nos oTMeYanucb U3MEHEHWs Mo Tuny
numdonponuadepaumu.

HeopHoKpaTHO NPOBOAMIICA KOHTPOSb O6LLEro aHanu-
3a KpOoBU: MpW NOCTyneHun nenkounTel — 14,36 Thic./MKTT;
numMmaoumnTel — 63%; cerMeHTosiiepHble HEUTPOUIbl —
25%; CO3 — 30 mm/4. B npouecce nedveHns otmevarncs
POCT O6LLIEro Yncna NemKoLunTOB U OTHOCUTESNLHOIO YPOBHS
NMMAOUNTOB C YMEHbLUEHNEM 4YMcCna HeWTpodunos (nen-
KounTbl — 36,12 Thic./MKN; nnMmdounTbl — 81%; cermeHTo-
agepHble HenTpodpunbl — 13%; COD — 8 Mm/4). Mpw BbI-
nucke: nenkountbl — 41,52 Tbic./MKN; numdpoumnTbl — 93%;
cerMeHTosAepHble HeUTpodunbl — 4%; COD — 5 mm/u).

lMpoBepeHa KoHCynbTauus Bpada-remaTornora, rno 3a-
KMIOYEHNIO KOTOPOro nauueHTka Hyxpanacb B foo6cre-
fosaHun. YuntbiBas HapacTaHue nevkouutosa v numdo-
LUTO3a, HemMb3s 6bINT0 UCKNIOYUTL PELIMANB XPOHUYECKOro
numMmdonenkosa.

LincbgbeperumansHbii uarHo3

[narHoctnyeckuit NOMCK NPOBOANIICA MEXAY Bynbrap-
HOW MNy3bIpyaTKon, 6yNne3HbIM NemMguUronaom 1 napaHeo-
NnacTMYecKon ny3blpHaTkon. Hanuuve MHOXECTBEHHbIX
6011e3HeHHbIX 3PO3UNIA Ha CIIN3UCTON 060IOYKE NONOCTUN pTa
W reHuTanum, BanbixX Ny3bIpen Ha KoXe, akaHTONUTUYECKNX
KNeToK, cynpabasanbHoro ny3bips M o6HapyxeHue IgG
B BUe «CETKU» B 6uornTtate BUANMO HEMOPaXEHHOM KOXM
CBMAETENbCTBOBANM B MOSb3Y BYNbrapHon ny3bIpyaTKu.
Kanobbl Ha MHTEHCUBHBLIV 3yA, C NOCNeayoLLMM MosIBIIEHN-
€M My3bIpert C MIOTHON MOKPBILLUKOW, 9PO3UBHO-A3BEHHBIX
0edeKTOB C FHOWHbLIM OTAENsSEeMbIM FOBOPUMU B MONb3Y
6éynnesHoro nemdurovga. Ha ocHoBaHUU KIMHUKO-aHaM-
HECTUYECKUX [aHHbIX, pe3ynLTaToB AMarHOCTUYECKOW
éuoncun Koxu, pesynsratos PU® B npenapatax Henopa-
XEHHOW KOXM, KOHCYNbTauMn Bpadva-remMarornora, a Takxe
KIMMHWKO-NabopaTopHbIX WCCNefoBaHUin nocTasneH Aua-
rHo3 «napaHeonnacTuyeckas IgA/IgG-ny3bipyaTka».

JleveHune

3a nepuop rocnuTanu3auum MpoBEeOeHO JleyeHue
npenHM30oHOM B fo3e 60 Mr/cyT n3 pacyeta 1 Mr/kr mac-
Cbl Tena, UuedTPMakCOHOM B [03e 2 I/CYyT BHYTPUBEHHO
KanesnbHO, HapyXHO BOAHbLIM PACTBOPOM METWUIIEHOBOIO
CVIHEro.

Ucxog n pesynbtarsl MOCAEAYIOLLEr0 HABIOLEHNS

MaumeHTKa BbiMMCaHa C NOMOXWTENbHbIM 3hdekToM
B BMAE YMEHbLUEHWNA FHOMHOro OTAenseMoro, npekpaile-
HWA MOSIBMEHWS HOBbIX My3bIPen, anuTenusaunm 6onbLuen
4acTu 3PO3UI Ha KOXe 3ayLLIHOW 0611acTu, NaxoBbIX U Cy6-
MaMMapHbIX CKnagok (puc. 6, a), cnuHbl (puc. 6, 6), Bepx-
HMX U HWKHUX KOHEYHOCTEeW, B TOM 4Ymncre Kucten (Ha na-
OOHHOW NOBEPXHOCTU NMEBOW KMUCTWU COXpaHanach aputema
B BUAE «MuLLEHWN») (puC. 6, B), aHOreHnTasnbHoOn obnactu
(puc. 6, ), a Takxe Ha CnM3MCTON 0601I04KEe MOMOCTH pTa.

O6cyxpeHune

OnucaHHble KNWHWYECKME cnydYau napaHeonna-
ctudeckon IgA/lgG-ny3bipyaTkm  HEMHOIOYUCIIEHHbI:
B [OCTYMHOM nuTepatype yaanocb O6HapyXuTb BCEro
yeTbipe ctatbu. B 1994 r. npeacTasneHbl aHHbIE O MYX-
YnHe 63 neT, cTpajarollemM pakom JIerkoro, y KoTopo-
ro Ha Koxe TynoBULLA N HUXHUX KOHEYHOCTEN Habnto-
fanuce Hebonblne OGNAWKU C LenyLleHneM, 3po3uu
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M KOPKW, criM3auctas o6onovka pta He 6binia nopaxeHa.
B 6nonTate o6Hapy>XeHbl CybKOpHeabHble akaHTONNTU-
YeCcKune KJ1IeTKU C MHOIro4YMCIeHHbIMKU nonnmMopdHoaaep-
HbiMK nevikouuTamu. Mpu PUD B koXe 60/1bHOro 6b1nn
BbisiBNEHbl aHTuTena IgG m IgA MCKNIYNTENBHO B BEPX-
HUX YacTax anugepmuca [15].

B 2007 r. onucaH cny4an napaHeonnacTuyeckom
IgA/IgG-ny3bipyaTkm y nauueHta 79 neT ¢ XPOHUHECKUM
NMMAOLMTaPHBLIM NeNKO30M. Y 60bHOro oTMeYanuch rno-
paxeHne CnmM3ncTbiX 060M104EK pTa, KpacHOM KanMbl ryo
B Bue 60Me3HEHHbIX 3PO3UIA, KOHBIOHKTUBUT, Ha KOXe Ty-
noBuLLEA U KOHEYHOCTEN — BE3UKYNO-NycTyne3Has Cbifb
Ha dooHe apuTeMsbl. py rMCTONOrMYECKOM UCCnefoBaHnn
O6HapyXeHbl BHYTpUaNuaepmarsbHbI akaHTonM3 C Hew-
TpohunbHOM WMHUNeTpaumnen, Tenbua Cueatta. Mo pe-
3ynetatam PU® B koxe BbIABEHb! OTNIOXeHWs IgA Ha ro-
BEPXHOCTW KEPaTUHOLIMTOB, a Takxe OTNnoxeHus IgG B 3oHe
6a3anbHo MembpaHb! [16].

B 2014 r. npeacTaBneHbl AaHHble 0 69-neTHEM nauum-
eHTe c napaHeonnacTtnyeckon IgA/IgG-ny3bipyaTkon, ac-
COLUMMPOBAHHOM C aHrMOUMMYHO6MAaCTHOW T-KNeTo4HOU
nMMAOMON, Yy KOTOPOro Habnofanucb 6bICTPO pacrpo-
CTpaHsaLMecs 1 crvsBalomecs Mexgy Co6oM nysbipu
N 3pO3uUN Mo BCEMY KOXHOMY MOKPOBY, @ TakXe 3po3umn
Ha crnma3ucTon obono4ke pra. 1o pesynsTatam rmcTonoru-
YeCKOro nccnefoBaHus BbisiBIEHbI cy6anuaepMarbHbie ny-
3bIpU N MHUNETPaALUSA AepMbl aTUNUYHBIMK uMdoumTa-
mu. Mpu nposefeHnn PU® B Koxxe 605IbHOr0 oTMeYanumchb
OTHOCUTENbLHO cnabble oTnoxeHusa IgG n IgA Ha nosepx-
HOCTU KepaTMHOLUMUTOB, a TakxXe NMHenHble OTNoXeHus IgA
BOOMb 30HbI 6a3anbHON MeMbpaHsbl [17].

B 2016 r. onucaH cny4van 63-neTHero 60MbHOro € na-
paHeonnacTtnyeckon IgA/IgG-ny3bipyaTkoi nocne npo-
BE[IEHHOro XMMMOTEepPaneBTUYECKOro JIe4eHUs: No nNosoay
HEXOOXXKUHCKOW B-knetoyHon numdombl. Y nauueHTa
onpepenannck 60ne3HeHHbIe 3p03nn Ha CNN3NCTon 060-
noyke rnas, pTa, KpacHom KamMmbl ryé 1 B nepnaHasnbHon
061aCTN, MHOXECTBEHHbIE 04arn apuUTeMbl Ha KOXe Tyrno-
BULLIA N KOHEYHOCTeW, nposoaunacbk AuvddepeHumnans-
Hasa pguarHoctmka ¢ cuHgpomom CTtmBeHca—[>XOHCOHa.
Mpu ructonorn4yeckom nccneposaHnn GronTtarta Koxu Ty-
nosuwa (Npv OTCYTCTBUM MY3bIPHOIO 3M1eMEeHTa) oTMevan-
Csl HEeKpo3 KepaTuHouuTos. Mo pesynstatam PUD B koxe
60/1bHOr0 BbIiBNEHbl OTNoxeHns 1gG, C3-komnoHeHTa
komnnemeHta u IgA Ha MOBEpPXHOCTU KepaTUHOLMTOB,
a Takxe C3-KOMMNOHEeHTa KOMMNJIeMeHTa B 30He 6a3asibHON
Mem6paHsbl [18].

AHanua KIMHUYeCKux criyqaes nofatesepxpaeT Tpya-
HOCTW [OMarHOCTUKW napaHeonacTU4ecKnx MysbipyaTok
BCNneAcTBME MonuMopduamMa BbICbINAHUN U pasHooo6-
pasuns KIMHUKO-TabopaTopHbIX nokasaTenemn, KoTopble,
BO3MOXHO, 3aBUCAT OT COMYTCTBYIOLLEN OHKONOrMYecKom
natonorun. B page cnyvaes napaHeonnacTU4eckylo ny-
3blpyaTtky crnepyeT avddepeHumposaTb ¢ MHOrOOPM-
HOM SKCCynaTMBHOW 3puTemon, cuHgpomoM Jlamenna,
IgA-ny3bipyaTKon 1 nMHeapHbIM IgA-gepmato3om. MHoro-
dopMHasa akccygaTuBHas aputema U cuHapom Jlanen-
na, B OTNU4YME OT MapaHeonnacTUyeckon ny3bipyaTKy,
BO3HMKAKT OCTPO, C Pe3KUM NoALEMOM TemrepaTtypsbl,
npw rMcTONOrM4eckoM UccrnefoBaHum obHapy>XumBearoT Cy-
63nuaepMarbHbIR Ny3bipb U OTCYTCTBUE MMMYHOINO6YNN-
HoB — npu PU® [19]. IgA-ny3bipyaTka conpoBoxgaeTcs
BHyTpuanuaepmarsnbHeiMy ny3bipamu, npun PUO oTmeva-
eTcs OTNIoXeHue Tonbko IgA npu otcyTcTBum IgG, xapak-
TepHoro pAns napaHeonnacTuyeckon nysbipyatku [20].
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Puc. 6. YMeHbLIEHINe THOAHOMO OTAENSEMOr0, MPEKPALLEHIE MOSBNEHNS HOBbIX My3bIPEl, aNUTENN3aLMs GONbLUEN YACTI 303Nl (MOCNE SIEYEHINS): @ — Ha KOXKE CYOMaMMapHbIX
CKNAaoK; 6 — CMHbI; B — NafI0HHON NOBEPXHOCTIA IEBON KICTY (COXPAHSNACh 3PUTEMA B BIIE «MULLEHN>); F — aHOTeH!TaNbHO! 061acTyh

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; 6 —
back; 8 — palmar surface of the left hand (with saving erythema in the form of a “target”); -— anogenital area

Mpu nuHeapHom IgA-gepmartosde Mo pesynsrtaTtam rmcro-
JIOrM4ecKoro uccnefoBaHus BbISBMAOT cy6anuaepmMars-
HbI ny3blpb, Npu PUD® — oTtyetnusyo dukcauuio IgA
Takxe npu otcyTcTBMU tbukcaumm IgG [21].

OpHoBpeMeHHoe oTnoxeHue IgG, IgA, IgM B Mexkne-
TOYHbIX MPOMEXYyTKax U BAosb 6a3anbHOn MembpaHbl —
npu3HakK napaHeonnacTU4eckoro mnpouecca, nNpu 3TOM
dopmupoBanme IgM npoucxogut paHblue, Yem IgG. [22,
23] Mpu HeobxoaMMOCTU [OMOSIHUTENBHOW AMarHoCTU-
KW rapaHeonnactTuyeckon MysbipyaTkKn BO3MOXHO Mpo-
BeJleHe MMMYHOOSMOTTMHIa C Lenbio onpefeneHvs gec-
monnakuHa 1 (250 k[a), pmecmonnakvHa 2 (215 k[a),
nepunnakmHa (190 k[da), sHBonnakuHa (201 kAa) [24].
B npepcrtaBneHHOM KIWHWYECKOM cryyae [uarHos ro-
cTaBreH 6e3 nposefeHns UMMYHOOOTTUHrA.

B BecTHuk gepmatosnoruun u eHeposnorun. 2024;100(4):85-93
B Vestnik Dermatologii i Venerologii. 2024;100(4):85-93

MapaHeonnacTuyeckas  ny3blpyaTka  BO3HWMKaeT
Ha hoHe Heomnasun, MOXeT pa3BMBaTbCHA Kak BO BpeMs
Tepanun OCHOBHOrO 3aboneBaHusl, Tak U BO Bpems pe-
muccum [19, 25]. V naumeHTKn, NpeacTaBneHHoN B [aHHOM
KIMHWYECKOM Crlydae, NPU3HaKuM napaHeonsacTn4eckomn
ny3bIpYaTKM NPOSBUIUCH B NEPUOA PEMUCCUN XPOHNYECKO-
ro NMmdoLmnTapHoro fenkosa.

B 2021 r. B Poccunckon ®epgepaumm pabodas rpynna
Komuteta POOBK npegnoxuna knaccudukaumio ny3sbip-
YyaTKW, BKIHOYAIOLLYIO MapaHeonacTUYecKyo ny3bipyart-
Ky, MpU KOTOPOM MoApasymMeBaeTcsi OT/IOXKEHWE TOMbKO
IgG [26]. C y4eTOM OnNnCaHHbIX KITMHNYECKUX CITyYaeB MOX-
HO MPeasioKnUTb U3MEHEHWE KraccuduKaumm C ykasaHu-
eM [BYX BapuaHTOB MapaHeonsiacTUHEeCKOW My3bipyaTKu:
1) c otnoxeHuem IgG; 2) ¢ otnoxexnem IgG u IgA.
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3aknioyenue

MapaHeonnactuyeckas IgA/IgG-ny3bipyaTka aBnseT-
CA pegKuM M TpygHO OMarHOCTUpyembiM 3aboneBaHueM,
MO KAMHWYECKMM W MOPMOSIOrMyeckum npu3Hakam Mo-
XeT HanoMmuHaTb Takue 3abofieBaHusl, Kak BynbrapHas
nysbipyaTtka, O6ynnesHbln nemdwvrons, MHorodopmHas
3KccygaTvMeHas aputema, cuHgpom CtmBeHca—[]>XKOHCOHa,
cvHgpom Jlanenna v gp. Ona guMarHoCTMYecKoro novcka
Heo6x0AMMbI OLieHKa KIIMHNYECKON KapTuHbI 3a6onesaHns,
TWarenbHo coOpaHHbI aHamMHe3, NPOBEAEHWE MOMHOro
anroputma naéopaTopHON AMarHoCTMKU NaumeHToB ¢ Byn-
Ne3HbIMM AepMaTo3aMu, BKIOHAIOLEN LUTOMNOrMYECKUi,

HABMOOEHNE N3 MPAKTUKN / CLINICAL CASE REPORTS

rMCTONOMMYECKUI, UMMYHOGITIOOPECLIEHTHBIV U Apyrue Me-
TOAbI MCCNELOBaHMSI.

JononuutenbHasa uHopmayus

AHanna Ha onpeneneHne aHTuTen K nnaknHam, gecmo-
rnenHam, AOecMOKOJIMHaMm, C3-KOMI‘IOHeHTy KOMMNemMeHTa
He npoBoauncs.

Disclaimers

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