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PYAHOCTH AUATHOCTUKH BYABIAPHOU IY3BIPYATKH
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'TocynapCTBEHHbIA Hay4HbIV LIEHTP AEPMATOBEHEPONOrM 1 KocmeTonorun, Mocksa, Poccus
2Poccuiickast MeaULIMHCKAs akafemMus HempepbIBHOMO NpotheccuoHanbHoro 0bpasosaniisg, Mocksa, Poccus

BynbrapHas nyabipyaTka — pefko BCTpevaroLleecs, NoTeHUManbHO CMepPTENbHOE ayTOMMMYHHOE
3aboreBaHune, KOTOPOE XapakTepuayeTcsa 06pa3oBaHMEM BHYTPUINMAEpMasibHbIX My3bIpen N 06LLIMPHbIX
3PO03MI Ha KOXE W CNM3UCTbIX 0605104Kax. HecMOTps Ha 3HAYUTENbHbIE JOCTUXEHNS B N3y4EeHUN
naToreHesa v Ne4eHnn BynbrapHom ny3bip4aTku, UarHOCTMKa 3TOro 3a6oneBaHust No-nNpexxHemy
BbI3blBaET TPYAHOCTU. CNOXHOCTb paHHeln AMarHoCTUKN Bynne3HbIX 4epMaTo30B, B HACTHOCTU
BYIbrapHow ny3bipyaTkun, 06yCnoBreHa HecneunuUYHOCTbI0 HavanbHbIX KMMHUYECKMX NPOSBAEHUN.
[MepBUYHOE NOpaXKeHne CrM3NCcTon 060104KM NONOCTM pTa (3p03uKn, apToNOLOOHbIE ANEMEHTDI)

4acTo NPUBOAUT K OLLMOOYHOM MHTEpNpeTaumnm CMMNTOMOB 1 NO34HeN anarHocTtuke. MNpobnema
ycyrybnsietcs HegoCcTaTo4HOM HACTOPOXEHHOCTBIO Bpayewn nepBMYHOro 3seHa (ctomaronoros, JIOP-
Bpayen, TepaneBToB) B OTHOLLEHUN AaHHOW naTtonornn. CtaTes NOCBALLEHA TPYOHOCTAM ANArHOCTUKM
BYNbrapHow nysbip4yaTku. OnncaH KIMHUYECKU cnyyam nauneHTKn, y KoTopor 3abonesaHune
0e6loTMpPOoBaso ¢ NosSBEHUSA HECNELNPUNYECKMX BbIChIMAHUI HA CIIM3UCTOM 0600YKE POTOBOM NONOCTMY,
B CBfI3M C YEM B TEHEHME ANUTENBHOO BPEMEHWN BEPHbIV UArHO3 He 6blf yCTaHOBMEH. Ha ocHoBaHMK
pe3ynbTaToB LUTONIOMMHYECKOr0 UCCIIEA0BaHNS Ma3KOB-0TNEYaTKOB, NOMYHYEHHbIX C MOBEPXHOCTH
CBEXMX 3P03M1IA BPa4OM-OHKOSIOrOM, ObifT NOCTaBEH ANarHo3 «pak HkHeln ryésl N2NxMx», npoBegeHa
nyyeBast Tepanus, YTO NPUBENO K YXYALIEHUNIO TedeHns 3aboneBaHus. B ctatbe paccMOTpeHbI
BO3MOXHbIE NMPUYNHBI AUArHOCTUHECKNX OLLUNOOK.

KntoyeBble cnoea: ByJibrapHasi Ny3bipyYaTKa; KJIMHUYEeCKUN Cllyval; AMarHoCTUKa; akaHTOJIMTUYECKMUE KITIeTKU

KOHMNUKT MHTEPECOB: aBTOPbI AeKNapupyoT OTCYTCTBME SBHbIX U MOTEHLMANbHBIX KOH(DIIMKTOB MHTEPECOB,
CBfI3aHHbIX C Ny6nnkaumen HacTosiLLen cTaTbi.

NcTOYHUK (pl/lHaHCVIpOBaHVIﬂ: pyKonncb noaroToB/ieHa Ha JindHble CpeacTBa aBTOPCKOro KoJinekTunea.

Cornacve nauumeHTa: nayveHTka fO6POBONLHO Nognucana MHPopMUPOBaHHOE cornacue Ha ny6énvkauuio
nepcoHansHoOM MeguLMHCKON nHdopMaLmm B 06e3nnyeHHon hopmMe B XypHane «BecTHUK gepmaTonoruu
W BEHEepPOnormm».

Onsa untupoBaHus: PaxmaTtynuHa M.P., MexaneBa E.C., Té B.J1. TpyAHOCTU AUarHoCTUKK BYSbrapHoOi
ny3bipyatkn. BecTHuk gepmartonorum n seHeponoruu. 2025;101(4):XX—XX. doi: https://doi.org/10.25208/vdv16881
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D itficulties in Diagnosing Pemphigus Vulgaris
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Vulgar pemphigus is a rare, potentially fatal autoimmune disease characterized by formation of
intraepidermal blisters and extensive erosions on the skin and mucous membranes. Despite significant
advances in investigation of the pathogenesis and treatment of pemphigus vulgaris, the diagnosis of

this disease remains challenging. The difficulty in early diagnosis of bullous dermatoses, particularly
pemphigus vulgaris, is due to the non-specific nature of the initial clinical manifestations. The typical
primary lesion of the oral mucosa (erosions, aphtha-like elements) often leads to misinterpretation of the
symptoms and delayed diagnosis. The problem is exacerbated by the lack of awareness among primary
care physicians (dentists, otolaryngologists, and general practitioners) about this condition. The paper
focuses on the difficulties in diagnosing pemphigus vulgaris. A case narrative described a patient whose
disease began with nonspecific rash on the oral mucosa which made it difficult to make an accurate
diagnosis for a long time. Based on the results of a cytological examination of smears from the surface of
new erosions, the oncologist diagnosed “N2NxMx cancer of the lower lip” and performed radiation therapy,
which aggravated the disease. The paper discusses possible causes of diagnostic errors.
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M AxtyanbHocTb

BynbrapHas nysblpyatka — pefkoe ayTOMMMYHHOe
3abonesaHune, XapakTepusywlleecs BblpaboTKoM ay-
ToaHTuTen IgG Kk 6enkam KNeTo4YHbIX MemM6paH kepaTu-
HOLUMTOB, YTO MPUBOAMT K akaHTONMM3y U 06pas3oBaHmio
BHYTPMANMAEPMasibHbIX MNy3blpel M 3pO3MIA Ha KOXe
M CNn3uncTbix obonoykax. B Mockee B 2019 r. 66111 3ape-
rmctpuposaH 161 cnyyan nyssipyatku, B 2020 r. — 194,
B 2021 r. — 202 cnyy4as, T.e. C KaXAbIM roaoM Y1CIo Cny-
YyaeB 3aboneBaHua HenpepbiBHO pacteT [1]. HecmoTtpsa
Ha BO3MOXHOCTW [AMarHOCTUYECKUX METOLOB UCCNefo-
BaHWs, AMarHoCTUKa ByfbrapHoOn ny3bipyaTkn, 0CO6EHHO
Ha paHHMX cTagusax 3abonieBaHus, OCTaeTcs CNOXHOM 3a-
haden, 4To NPUBOAMUT K HECBOEBPEMEHHOMY Ha4arny agek-
BaTHOIO NeYeHus.

Crnmauctaa o6onoyka NonocTu pra ABMfeTcs Hambo-
nee pacnpocTpaHeHHOW nokanusauven B febote 3aborne-
BaHusA. C 1950 no 2001 r. yicno cny4aeB Havana 3abone-
BaHWS C BbICbINAHUA Ha CRIM3UCTOMN 060M0YKe MOMOCTU pTa
BO3pocCIo ¢ 62 0o 85% [2]. Ha cerogHALWHMIA fieHb nopaxe-
HWe CrM3NCToN 060M0YKKN pTa AnarHoCcTUpyeTcs NpUMepHo
y 9 n3 10 naumeHToB ¢ BynbrapHom ny3sbipyatkon [3].

[na noareepXxpaeHns guarHosa, COrnacHo KivHu4e-
CKUM pekoMeHpaumsam Poccuickoro obLiectsa gepmaro-
BEHEpOIIoroB 1 KOCMETONOroB, NauMeHTam ¢ Nofo3peHnem
Ha ny3bipyaTky NPOBOAAT LUTONOrNYecKoe nuccnegosaHve
C UEenbl0 BbISIBIEHUSI aKaHTONMTUYECKUX KNETOK B Mas-
Kax-oTneyarkax Co [Ha CBEeXMWX 9p03Ui, a Takxe rmcro-
JIornyeckoe uccnefoBaHne ¢ NnpUMeHeHeM MeTofOB He-
npsiMON 1 NpsMon MMMyHodoopecueHumn. CylecteyeT
KOppensauus Mexgy KONIMYeCTBEHHbIMM MoKasaTensamu

Tabnuua 1 [inchchepeHumanbHas AnarHoCTIKa BYNbrapHOW My3bipHaTKi
Table 1. Differential diagnosis of pemphigus vulgaris
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AKaHTONMUTUYECKNX KIETOK W TAXKECTbH MNaTosniorny4ecko-
ro npouecca, OfJHaKo Ha Ha4anbHbIX cTagusx 3abonesa-
HWUA, a Takxke Npu aTUnuUYHbIX dopMax Te4YeHUs akaHTo-
NIUTUYECKME KNETKU MNpU NPOBEAEHUN LIMTONOrMYeCcKoro
nccnefoBaHna MoryT He obHapyXusaTtbesi, YTO TpebyeT
NPUMEHEHUS AOMOSNHUTENBHBIX ANAarHOCTUYECKUX METOA0B
Ona BepuduvKauum guarHosa. AKaHTONM3 TakxXe MOXeT
HabnogaTbca npu 6onesHn Xennu—Xewmnu, HacnegcTBeH-
HOM 3a6onesaHun, BbI3BaHHOM MyTauuer B reHe ATP2C1.
Kpome TOro, akaHTONUTUYECKUE KNETKU MHOrpaa BbIBIS-
I0TCA MPU TPaAH3UTOPHOM aKaHTONMUTUYECKOM [fepmarose
(6one3nn posepa), NapaHeonnacTUHeCKoW ny3bipyaTtke,
accoummpoBsaHHon ¢ numdonponudepaTnsHbIMN 3a6one-
BaHWAMU, a Takxe npu gpyrux 6ynnesHsix 3abonesaHuax
(tabn. 1). B pegknx cny4asx akaHTonmM3 MOXeT 6bITb O6Ha-
pYy>XeH BCNeACTBME TEXHUYECKUX MOrpeLlHocTen npu B3s-
MM nnu obpaboTke 6uoncuriHoro marepvana [4]. Oud-
hepeHumansHas guarHocTuka TpebyeT rmcTonorMyeckoro
M UMMYHOIMCTOXMMUYECKOrO MCCefoBaHns A1 TOYHOW
BepurKaumm 3abonesaHus.

Mo paHHbIM OTeYecCTBEHHbIX WccnepgoBaTtenen, npu-
MepHo B 1/3 cnyyaeB ny3bip4aTky Npy NepeMYHOM o6pa-
LEeHMN naumMeHTaM YyCTaHaBfMBalOT HEBEPHbI AMarHos,
YTO B YMUCIe NPOYUX CBUAETENbCTBYET O HELOCTATOYHOW
OCBEOMJIIEHHOCTN Bpa4veir pasnuyHbIX cneuuansHocTen
0 flaHHOM 3a6onesaHuun [5].

Onucanue cnyyas

MaumeHTka H., 70 net, nocTynuna B KpyrnocyToYHbIN
ctauymoHap ®IbY «MHUOK» MwuHagpasa Poccuu ¢ gna-
FHO30M: «Ny3blpyaTka?».

TpaH3uTOpHbIA

Napaneo-nnacTuyeckas

Kputepun Bynbraphas nysbipyaTtka bonesub Xennu-Xennu AKaHTONUTUYECKMA iepMaTo3
nysbipyaTka
(TpoBepa)
AKaHTONNTUYECKMNE
+++ + ++ +++
KIeTKU
benble Kpyru, TOYKN Monum Hbl bl
ENIbIE KPYrW, TOUKM, 0NIUMOP(HbIE COCYAbI, BeccTpyKTypHbIe 30HbI,
Iepmarockonns 6eno-xentble rno6ynbl, B TOM 4uCIe KNy604KOBbIE, OKDYKEHHIE GEMbIM ODEONOM MonumopdHble cocybl,
KOPKWN, COCYAbl: NMNHElHbIE, CnupanbHble Ha PO30BO- ’ 3p031K, KOPKK
nonMMOPMHbIE COCYAbI
3MeeBuaHbIe 6eecom (hoHe, 3p031K, KOPKK
o Bblpa>KeHHblIiA, HO HEMOMHbIN n bHbINA
BHyTpuanugepmanbHbiii paxe + HO Henon o Lhgz
aKaHTonmM3, no Tuny OyaroBblil aKaHTONKU3, aKaHToNn3
fuctonorms ny3blpb B pe3ynsrare

aKaHToJIn3a

«M0NypPa3PyLEHHON KUPNUYHON
CTEHbI»

JACKepaTo3

C IMMoLMTapHoi
NHGUNbTpaunei

nPNo®

OTtnoxeHue IgG B 06nactu
MEXKJIETOYHOW Cy6CTaHL NI
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CnaboathduHble IgG-
ayTOAHTUTENA, UMMYHHbIE
KOMMN/EKCbI, cuctema
KOMMNEMEHTA B MEXKJIETOYHOM
NpOCTPaHCTBE

OTtnoxeHus IgM B 30He
6a3anbHON MeEMOpPaHbI 1 B
CTEHKax COCYy0B COCOYKOBOr0
CNnos fepmbl

Otnoxenue 1gG n C3-
KOMMOHEHTa KOMNJIeMeHTa
Ha NOBEPXHOCTU
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MeMO6paHbl anuaepmuca

[TopaxkeHne Cnn3ncTbIX

+H+

++

Cyb6beKTUBHbIE
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M3 aHaMHe3a U3BECTHO, YTO cuyMTaeT cebst 60nbLHOMN
¢ peBpans 2024 r., Korga Brnepsble 0OTMETUA NosSBAEHNE
0BUNBHOrO CNIOHOTEYEHNSA C MPUMECHIO KPOBU. 3a Meau-
LIMHCKOM NOMOLLb0 He obpalianacb, CaMOCTOATENbHO
He ne4vunnace.

B mapTe 2024 r. B cBS3M C nNosiBIeHMeM 6011 Npw Npu-
emMe NULLX U roTaHnK, a TakxXe HOCOBOrO KpOBOTEYEHUS
obpartunacb K Bpayy-otopuHonapuHronory. bein nocras-
NleH AnarHos «socnarneHne cnm3ncTon 060504KM NonocTu
pTa» 1 NpoBefeHo CMMNTOMATUYECKOe NevYeHune, KoTopoe
He NPUBENO K KIIMHNYECKOMY 3D EKTY.

B anpene 2024 r. nauneHTKa oTMeTUNa nosiBneHune
3p0O3UIM Ha CNN3NCTON 060NO0YKE pTa, B CBA3U YeM 06-
patunacb K Bpady-CTOMartosfiory, KOTOpbIA YCTaHOBUN
OnarHos «adTo3Hbli cToMaTtuT». Bbina Has3HaveHa Ha-
py>XHas Tepanus ¢ NpMMeHeHneM pacTesopa npononuca,
4YTO TaKXe He MPUBENO K pa3BUTUIO KIIMHUYECKOro ad-
dekTa.

B none 2024 r. B CBA3W C COXPaHSIOLLUNMUCS Xano-
6aMu naumeHTKa obpaTunacb K Bpady-gepmMaToBeHepo-
70Ty B KOXXHO-BEHEpPOJIorMyecknin amcnaHcep rno Mecrty
XUTENbCTBA, rae en 6bIi NoCTaBMeH AnarHo3 «KaHanaos
nonocTu pta» 1 NpoBefeHa NPOTUBOrpubKoBas Tepanus,
6e3 KNnMHn4eckoro adpekTa.

B aBsrycte 2024 r. naumeHTKa OoTMeTuna nosene-
HWe BbICbINAHUM Ha KpacHoW kariMme ry6, ycuneHue 6onu
npu npuemMe nULLN U rnoTaHnn, B CBA3U C YeM NOBTOPHO
obpaTunack K Bpady-fepMaToBeHeponory, KotopbimM 6bis
NnoCcTaBfieH NpenBapuTENbHbIA OANArHo3 «My3blpyaTtka?»
M PEKOMEHO0BaHO 06paTUTLCS K Bpayy-OHKOMOry Ans uc-
KIIOYEeHUs 3110Ka4eCcTBEHHOIro npotecca.

B ceHTabpe 2024 r. nauneHTKa oTMeTuna nosisneHne
BbICbINAHUM Ha KOXe nuua, rpyav n Tynoesuwia. B cepe-
OnHe ceHTAbpa 2024 r. KOHCYNbTMpOBaHa BpPayoOM-OH-
KOMOroM, KOTOPbIM Ha OCHOBaHUM LUUTONOrMYECKOro
uccnegoBaHnsa 6bll MOCTaBAeH AMArHO3 «pakK HUXHEN
ryébl T2NxMXx, UMTONOrMYECKU MNOCKOKNETO4YHbIA pak»,
nposefgeHa MecTHasa Tepanusa (MHdopmaumsa o6 UCnonb-
30BaBLUMXCA JIEKAPCTBEHHbLIX MpenapaTtax OTCYyTCTBYET),
6e3 adppekTa.

B ceHTabpe 2024 r. npoBefeHa ANCTaHUMOHHASA KOH-
cynstauMa € Bpa4yoM-fepmMaToBEHEPOSIOroM, KOTOPbLIN
nocTaBun AuarHo3 «BynbrapHas nysblpyaTka» U peko-
MeHAoBan NpoBefeHne LMTONOrM4ecKoro nccnefoBaHms
01151 06HapY>XEeHUA aKaHTONNTUYECKUX KNeToK. Mo pesynb-
TaTam naéopaTopHbIX uccnenosaHni 6biniM 06HapY>XeHbl
aKaHTONMUTUYECKUE KNETKN, a Takxe aHTuTena K gecMo-
rnevnHy-11gG, (110,28 eg/mn npu Hopme < 20).

B Havane okTa6pa 2024 r. naumeHTKa NoBTOPHO KOH-
CynbTUpPOBaHa BPaYOM-OHKONOroM, KOTOpbIM Oblfl ycTa-
HOBMEH npefBapuUTeNbHbIA ANArHO3 «pak HUXHEN ryobl
T2NxMx» © pekoMeHOOBaHO CTauuoHapHoe nedveHune
y Bpava-fepMaTtoBeHeporora ¢ nocnegytoLen Tepanven
y Bpa4a-oHkoJsora.

B okT6pe 2024 roga nauueHTKa nonyyana crayuo-
HapHoe ne4eHune B NBY3 Pecny6nunkun Kpbim «KnnHude-
CKU KOXHO-BEHEPOsNorMyeckun aucnaHcep» r. Kepuu
C OMarHo3oM «ByfnbrapHas nysblp4atka»: nposefeHa Te-
panus NpegHW30noHOM B Jo3e 50 mr/cyT mepoparnbHO,
C He3HauuTenbHbIM 3ddekToM. lMaumeHTka BbiNMcaHa
C pekoMeHpauMaMn NpPoAoIXUTbL Tepanuio NpeaHn30no-
HOM B Jo3e 50 Mr/cyT nepopasibHO C MOCTENEHHbIM CHU-
XeHnem fo3bl no 1 Tabnetke 1 pas /7 gHen. MaumeHTka
npoBoAmMna HasdHavyeHHbI Kypc Tepannmn, ogHaKko npu go-
CTUXEHUN CyTO4HOW A03bl 30 M CHUXEHME [03bl NpeKpa-
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Tnna. ocne BINUCKM NaLuMeHTka obpaTmnack K Bpayy-oH-
konory, 6b1110 NPOBEAEHO TpPexKpaTHOe LUTONorn4yeckoe
nccnenoBsaHue, YCTaHOBIEH ANAarHo3 «310Ka4eCTBEHHOE
HoBOOGpa3oBaHne HuxHen rybol, T2NOMO» 1 nposeneH
KypcC ny4eBou Tepanuu.

B Hosi6pe 2024 r., napannensHo nony4yas Tepanuvio
y Bpaya-oHKonora, nauueHTka [OMOSHUTENbHO MPOKOH-
CynbTMpOBaHa Bpa4yoM-fepMaTOBEHEPONIOroM, KOTOPbIM
6b111 BHOBb MOCTaBJIEH ANArHO3 BYJbrapHOW Nny3bipyaTKu
N PEeKoMeHOOoBaHO MNPOAO/IXUTL Tepanuilo npegHn3ono-
HOM. TakXe MM 6blna Ha3Ha4eHa NOBTOPHas KOHCYIbTa-
LMa Bpadva-oHkonora ANs YTOYHEHWs YCTaHOBJIEHHOro
paHee fuarHosa «3r0Ka4ecTBeHHOe HOBOOGpa3oBaHue
HUXHEeW rybbl» ¢ NnpoBefeHUeM rmcToNoruu.

B Honabpe 2024 r. naumeHTka obpatunace B BY3
Pecny6nuku Kpbim «KpbIMCKUIA pecny6riMKaHCKUIA OHKO-
nornyecku KnuHuyecknin gucnavcep umenn B.M. Ede-
ToBa», rfAe YCTaHOBNEH [MarHo3 «3/10Ka4yecTBeHHoe
HoBoOGpa3oBaHue HwxHen ryoel, T2NOMO, 3 cTagus,
Il KnuHMYeckasa rpynna, NIOCKOKMETOYHbIN pak (Ha oc-
HOBaHWW LMTONOrMYECKOro UCCNefoBaHns)» U PeKOMEH-
[0BaHO NpPoAoIIKUTL Kype Ny4eBor Tepanuu. MNauneHTtke
nposefeHo 20 npouenyp Ny4eBor Tepanuun ¢ yXyaLleHun-
€M CO CTOPOHbI MaToNorMyeckoro npouecca.

B cBA3u ¢ coxpaHsaoLWMMUCA BbICbINaHUAMN NaLneHT-
Ka obpaTunacb K Bpady-AepMaTtoBeHeposnory B 4acTHyo
KNMHWKY, rae 6bln YCTaHOBMEH AMarHo3 «BynbrapHas ny-
3blpyaTka» U PEKOMEHJ0BAHO MOBbLICUTL [O3Y MNPEfHN30-
noHa pgo 50 mr/cyT nepoparsibHO, NaLnMeHTKa peKoMeH[a-
L1 npuaepxusanacs.

B pekabpe 2024 r. B CBfI3U C COXpaHAOLWUMUCA
Xxanob6amu naumeHTka obpatunacb B ®IrbY «HUOK»
MwuHspgpasa Poccum n 6bina rocnutanManposaHa B Kpy-
rMOCYTO4HbLIN cTaumoHap.

JloKanbHbIi CTATYC NPYU NOCTYIIEHUN

MaTonorn4yeckuit NpoLecc HOCUT PacrnpoCTPaHEHHbIN
XapakTep, NToKanuMayeTcs Ha CNM3nCcTon 060504Ke MosiocTn
pTa, KpacHom Kavme ryb, Ha KOXe BOSIOCUCTOM 4YacTu ro-
N0BbI, VLA, LWen, TYNOBULLA, BEPXHUX N HXKHUX KOHEYHO-
cTten. Ha cnuancTon o6omno4vke pta Habno[aTcs 3po3nmn
APKO-PO30BOro LBeTa. Ha kpacHon kanme ry6 umetrotcs
NUHENHbIe TpelmHbl. HxXHAA ryba oTevHa, HabnogaeTcs
rycroe rHoriHoe otgensemoe (puc. 1). OTmevaeTca obunb-
Hoe cnioHoTe4eHue. Ha Koxe BOMOCUCTON 4YacTu ronoBbl

Puc. 1. OTe4Has HKHAS ry6a, NOKPbITAst FYCTbIM FHOMHBIM OTAENAEMbIM
Fig. 1. Swollen lower lip covered with thick purulent discharge
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Puc. 2. T1n0THO NpuneraroLLne cepo3HO-reMopparuyeckne KopKu Ha KOXe BOSIOCUCTON YaCTy TOM0BbI: @ — 3aTbl104HasH 00/1aCTb; 6 — TEMEHHast 00/1aCTb; B — JI0OHO-BUCO4HAS

06nactb

Fig. 2. Tightly adhering serous-hemorrhagic crusts on the scalp skin: a—aoccipital region; 6 — parietal region; 8 — frontotemporal area

Puc. 3. BnaxHble 3po3uin SpKko-po30B0ro LieTa, NOKPbITbIE MHOMOCAOMHBIMN
MIOTHbIMIA FEMOPPArN4ECKUMI KOPKaMiA

Fig. 3. Bright pink wet erosions covered with multilayered dense hemorrhagic
crusts

MMEITCS MNMOTHO Mpunerawwme cepo3Ho-remMopparnye-
CKmne Kopku (pvc. 2). Ha koxe nvua, npeMMmyLLecTBEHHO
B NnepuoparnsHon 06nacTu, ¢ NepexofoM Ha KOXY Luen Ha-
6nt0Jat0TCA BNaXHble 3PO3MBHbIE 04arn NopaKeHUs ApKo-
pPO30BOro UBETA, MOKPbITbIE MHOrOCAOWHBIMW MAIOTHBIMW

Puc. 4. MHOXECTBEHHbIE BNXHbIE 3p031AM PK0-PO30BOr0 LBETA, MOKPbIThIE
MaCcCvBHbIMY KOpKamin
Fig. 4. Multiple bright pink wet erosions covered with massive crusts

T. 101, Ne 4, 2025

remopparvyeckummn kopkamm (puc. 3). AHanoruyHble no-
paxeHus HaOMIOOAOTCA Ha KOXe TYNoBwULLEA, MpeuMmyLle-
CTBEHHO Ha KOXe XMBOTA M MOSAACHNYHON 06nacTu, aroguy,
N MEXbArOAMYHOW CKMagKu, BEPXHUX N HUXKHUX KOHEYHO-
CTen, MecTamu Mo nepudepumn BbICbINaHUA UMETCA 06-
pbiBKM anuTenus (puc. 4, 5). OTMeYatoTC CUMMETPUYHbIE
OTEKMN CTOM M rofieHen [0 YPOBHS KONEHHOro cycTaBsa.

Pe3yrnbratel 1ab0paTopHbIX UCCIIEL0BAHNI

Pe3ynbtatbl rMCTONIOrMYECKOrOo UCCIeAO0BaHUSA.
Mokpebiwka ny3bips OTCYTCTBYET, AHO NpPencTaBiieHO ps-
Oom 6aszanbHbIX KNEeToK, AUCCOLMMPOBAHHBLIX MEXAY CO-
601, TakxXe Ha OTAeNbHbIX y4YacTkax BUAHbI CBOOGOAHO
nexailume akaHTONMUTUYECKME KIETKW, He CBA3aHHble
C 3NuMaepMUCOM, fiepMa oTedHa, HabngaeTca nuMmdoun-
TapHbIN MHUNBETPAT C MPMMECHI0 303UHOGUIIOB (puUC. 6).
Mpu nposepeHun wuccneposanua nNPUN® ¢ aHTUTena-
Mu K IgG, IgA, IgM B 6ruonTtate BMANMO HEMOPa>KeHHON
KOXW HabnogaeTcs cnabas u ymepeHHas dukcaums IgG
B MEXKJIETOYHbIX MPOMEXYTKax BCEX CMOEB anvaepMmca
(B BMOE «CeTKn»), 3Ha4MMom akcnpeccum IgA n IgM He 06-
Hapy>eHo (puc. 7).

Pe3ynbratbl 06LWero aHanm3sa KpoBwu. [pu nocry-
nneHnn: nenkouunTbl — 9,47 Tbic/MKI; IMMoUNTbl — 7%;
MOHOUUTLI — 1%; cerMeHTosifepHble HenTpodubl —
88%. B npouecce neyeHUs1 oTMEYanocCb CHUXeHUE 06-
Lero 4mcna nemkounToB U poCT OTHOCUTENBHOMO YpOB-

Puc. 5. 06LUMPHbIE BNAXHbIE 3p03NIA HA KOXE NOSCHUYHOIA 0611aCTI, MEXBATO-
QIN4HOV CKNAAKK
Fig. 5. Extensive wet erosions on the skin of the lumbar and intergluteal areas

BecTtHuk gepmatonorum u BeHeponorum. 2025;101(4):XX-XX W
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Puc. 6. TucTonornyeckoe nccneaoBaxine 6uontara Koxi (OKpacka remarokcun-
HOM 11 3031HOM, x 100)

Fig. 6. Histological examination of a skin biopsy (hematoxylin and eosin staining,
magnification x 100)

HSl NMUMOLIMTOB C YMEHLLLUEHWEM Yucna HEeUTpodunoB
(nenkoumTbl — 7,35 Thbic/MKN; nuMmdounTel — 23%,; cer-
MeHTOosigepHbIe HeUTpounbl — 70%). [Npu BbINUCKe: Nnew-
KOLMTbl — 6,86 Tbic/MKN, MM oUNTbl — 24%, CErMEHTO-
afnepHble HernTpodunbl — 68%.

Takxe B npouecce neyeHns Habnmopanocb Mosbille-
HWe ypoBHS MoYeBuHbI (8o 10,05 Mmonb/n) 1 obLero 6en-
ka (go 68,4 r/n).

Jleyerne

CornacHo MexayHapogHblM cTaHg4apTam no sie4eHuto
BYfbrapHon mnysbip4aTKM npenapaTtamMu nepson NUHUK
SIBNAIOTCA CUCTEMHbIE [NIIOKOKOPTUKOCTEpOUAbLl B [03e
1,0—1,5 mr/kr/cyT npegHN30I0HOBOrO 3KBMBarneHTa [6, 7].
YuntbiBas BO3pacT NauMeHTKu, a TakKe BO3MOXHbIe Mo-
604Hble 3PAEKTLI MMHOKOKOPTUKOCTEPOUAHLIX Npenapa-
TOB, 6bISI0 MPUHATO peLleHne 0 Ha3HavYeHUn NPeaHN30so-
Ha B [O3upoBKe 55 Mr/cyT nepoparnbHo U3 pacyeTa 1 Mr/kr
Maccbl Tena. Takxe npoBefeHa aHTU6akTepuanbHas
Tepanus uedTpMakCoHOM B fo3e 2 r/cyT B/M; CMNPOHO-
nakToHoMm — 25 mr/cyT; doypocemmngom — 2 mn B/m Ne 4;
HapyXHas Tepanus: 2% pacTBOp METUIIEHOBOIro CUHEro;
1% pacTBOp METUNIEHOBOro CUHEro; pacTBop 6eH3unnau-
MEeTUM-MUPUCTONIAMUHOMNPOMNUITAMMOHWS; BOAHBLIA pac-
TBOP XJIOprekcuauHa; [UOKCOMeTuUnTeTparug ponepu-
MUOWH + XnopamMdeHNKos, Masb; BRnaXHo-BbiCbiXaroLme
NOBA3KWN C BOAHbLIM PACTBOPOM XJTOprekcuaunHa.

Yicxopn v pesynbTartbl MoCeAyoLWero HabmogeHns

Co CTOpOHbI KOXHOro MaTonornyeckoro npolec-
ca Ha doHe npoBegeHHOW Tepanuwu Habnganacb Mo-
noXxuTenbHaa gUHaMvMKa B BUAE YMEHbLUEHUS FTHOMHOro
N CEPO3HOro OTAENAEMOro, yMeHbLUEeHMs oTeKa rybel, 4a-
CTMYHOM anNuTenuaaumm TpeLLuH, OTTOPXEHUA remoppa-
rMYeCcKMX KOPOK, YMEHbLLEHUSI OKPacKun apo3uni. B ceasu
C 3MM3000M PE3KOro CHUXEHWs apTepuanbHoOro pgasfe-
Hus 0o 60/40 MM PT. CT. M NoTepew co3HaHNa 6e3 o4eBna-
HbIX NPWYUH NaumeHTKa 6bina nepesegeHa B TOPOACKYIO
KNnHn4Yeckyo 6onbHuly Ne 29 um. H.O. BaymaHa, gaHbl
pekoMeHpaummM no nNPOAOIIKEHWI0 Tepanun nNpegHn30-
NOHOM B fo3e 55 Mr/cyT ¢ nocnenyloLwen nocTeneHHbIM

B BecTHuK fepmaTonorum n BeHeponormuu. 2025;101(4):XX-XX
B Vestnik Dermatologii i Venerologii. 2025;101(4):XX—XX

Puc. 7. ccnenosarue peakLmi MMyHOMAYOPECLEHLIMI C aHTUTENaMK K [gG, 1gA,
IgM B BrionTarTe BUAMMO HENOPaXeHHO KoXu: cnabas n ymepeHHas dukcauus IgG
B MEXKITETO4HbIX POMEXYTKAX BCEX CIOEB NUAEPMIACA (B BIZE «CETKM»)

Fig. 7. Immunofluorescence testing with anti-IgG, IgA, and IgM-antibodies in

a biopsy of apparently intact skin: weak and moderate fixation of IgG in the
intercellular spaces of all epidermis layers of th (“grid"-like)

CHWXEHUEeM [03bl Npenapara CornacHo KJIMHUYEeCKUM pe-
komMeHpauusam (tTabn. 2) nog HabngeHnemM Bpaya-gepma-
ToBeHeporsora [8].

06cyxpeHue

Beugy HecneumMdpuYecKoro mnopaxeHus CAnM3ucTon
060M04KN NOMIOCTU pTa NPW BYNbrapHoOW My3blpyaTke ee
andpdepeHumanbHaa aMarHoCcTMka Ha paHHMX 3Tanax 3a-
605eBaHMsA BbI3bIBAET 3HAYUTENbHbIE 3aTpyaHeHus. Co-
rnacHo pesynsraTam nccrnegoBaHusa paHLy3CKUX YUEHbIX,
0o 70% nauueHTOB obpallarTcs K 605nee YeM YeTbIpeM
Bpayam-crneumanucTam, npexpae 4Yem noareepxaaeTcs
AvarHos BynbrapHon nysbipyatku [9]. MNpumepHo B 50%
cfny4aeB nauveHToB HanpaBnsaioT K Bpady-aAepMaToBeHepo-
Jlory TedeHue WeCcTn MecsaueB nocne nosiBfieHns CUMMTO-
MOB, 17% — B Te4deHne ogHoro roga n 8% — B TeYeHue
Tpex net [10].

B 6onbluvHCTBE cnyvaeB ana naéopaTopHou aua-
FHOCTVKM 3aboneBaHus MUCMONb3yeTcs LUUTONornyeckoe
uccnegoBaHne, KOTopoe ABNAETCH ObICTPbIM MO BbIMOMHE-
HUIO METOOOM, He TPebyIoLLMM NHBA3MBHOMO BMeLLATENb-
CTBa, OfHakKo Haubonee UHPOPMATUBHBIMW MeTogamMu
noaTBepXAeHUs auarHo3a BbICTYNatT MNaTonoroaHaTo-
MUYeckoe uccrnefoBaHne 6UMONCUAHONO Martepuana Koxwu
WUNU CIU3UCTON OBONOYKN U3 ovara nopaxeHuss U UMMY-
HodprtoopecueHTHOe nccnegosaHue [7, 11]. B guarHoctuke
ny3blpYaTKN BaXKHYKO pOfib UrpaeT onpefeneHne aHTuTen
K pecmornenHam 1 n 3 metogom ELISA/NDA, yTo no3sons-
€T He TOMbKO NoATBEPAUTL OUArHo3, HO U OLEeHUTb aKTUB-
HOCTb 3aboneBaHus, a Takxe 3(pheKTUBHOCTb NPOBOAU-
MoM Tepanuun. ccneposaHns NokKasbliBaloT, YTO B 60NbLUEN
CTeneHn ypoBeHb aHTUTENn K gecMmornevHam 1 Koppenu-
pyeT C TSXKECTblO KIMHUYeckux nposisneHuni [12]. OpHa-
KO B HEKOTOpbIX crny4asx (OCOBEHHO NPU XPOHUHECKMUX
opmax) KOppensauns MOXET ObiTb MEHEE BbIPaXXEHHOM,
4YTO TPeBYET KOMMSIEKCHOM OLEHKN C YH4ETOM KIMHUYECKON
KapTuHbl. B npegcTtaBneHHOM HaMy KIMHUYECKOM cry4vae
NOBTOPHOE UCCNEeAOBaHWE YPOBHA aHTUTEN K AecMorneun-
Hy-1 IgG He NpoBOAMNOCh, B CBA3M C YEM OLEHUTL CTEMEHDb
KOppenauum TaXXeCTN NaToNorm4eckoro KOXXHOro npowecca
C YPOBHEM aHTUTEN He NPEeACTaBAETCH BO3MOXHbIM.

Vol. 101, Iss. 4, 2025
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Tabnuua 2. CHKeHME 103bl MPeHN30/10HA NOCTE AOCTIKEHINS TEPANeBTUHECKOr0 ahiekTa

Table 2. Prednisolone dose reduction after achieving a therapeutic effect

Hepens M BTt Cp Yr nr [Hi] Be
1-4-9 1 mMr/kr maccel Tena
5_13-g* [TocTeneHHoe CHUXKeHWe NpefHN30510Ha A0 20 mr/cyT (4 TabneTkm) .

(nepBoHa4YanbHoe CHuKeHne 103kl FKC BO3MOXHO Ha 1/4-1/3 makcumanbHOM [03b1)

14-5 4,00 4,00 4,00 4,00 4,00 4,00 4,00
15-5 3,75 4,00 4,00 4,00 4,00 4,00 4,00
16-5 3,75 4,00 4,00 3,75 4,00 4,00 4,00
17-9 3,75 4,00 4,00 3,75 4,00 3,75 4,00
18-1 3,75 4,00 3,75 3,75 4,00 3,75 4,00
19-7 3,75 4,00 3,75 3,75 4,00 3,75 3,75
20-7 3,75 4,00 3,75 3,75 3,75 3,75 3,75
21- 3,75 3,75 3,75 3,75 3,75 3,75 3,75

*Ipn HEO6XOAMMOCTM BO3MOXHO 6051ee ANUTENbHOE CHUXEHME A03bl NPeaHU30M0oHa.

*if necessary, the dose of prednisolone may be reduced for a longer period of time

Mpn uMTONOrM4ECKOM UCCNEedoBaHUN Ma3KoB-OTMe-
YyaTKOB MeToAoM TuaHKa akaHTONMUTUYECKMNE KNEeTKU 06-
Hapy>XMBaKTCA TOSIbKO C MOBEPXHOCTU CBEXUX 3PO3UNA,
Tak Kak QHO 3NUTENU3NPYIOLLUXCA SNEMEHTOB B pesyrib-
TaTte pereHepaumm NOKPbIBAETCA HOBbIMU CMOSAMWU 3MK-
JepManbHbIX KneTok. BMecTe ¢ TeM akaHTONMUTUYECKUE
KNeTKN HepefKko pacueHMBaloTCA BpayvyamMu-OHKOoramu
Kak «aTUNUYHble» KNETKKU, B pe3dynbTaTte Yero nauneHTam
ycTaHaBNMBaeTCHA AUarHo3 3510Ka4eCTBEHHOro HOBOO6pa-
30BaHnNAa Koxu [13—15]. 13-3a oLuMGKKN B AnarHOCTUKe na-
UMEHTbl MOryT nofnly4aTb HeafleKBaTHYO Tepanuio, BKIHO-
Yas arpeccMBHOE OHKOJIOTMYECKOE fiedeHue (Hanpumep,
NYYEBYIO UM XMMUOTEPANMIO), YTO YCyryobnseT TeyeHue
3ab6onesaHua [16—19].

OwmnboyHas OmarHoCTMKa 3J10KAa4eCTBEHHOro HO-
BOOOpPa30BaHUA KOXU, B 4aCTHOCTU MIIOCKOKNETOYHO-
ro paka KOXW, MOXeT BO3HMKaTb M3-3a CXOXEW KNu-
HWYeCKOM KapTuHbl. WHorma npu UMTONOrMYEeCcKoM
uccnegosaHUM O6GHapPY>XMBAKOTCA akKaHTONUTUYECKUe
KNeTKN ¢ aTUNUYHbIMWU NSTIOCKOKIETOYHBIMN N3MEHEHUSA-
MU (TaKUMK Kak n3MeHeHHas bopma 1 pasmepbl KNeTok,
rMNepXpoMmns U HEPOBHOCTb KOHTYPOB fApa, Hanuyuve
6a30hUNbHOM UUTOMNNAa3Mbl), KOTOpPble COOTBETCTBYHOT
KpUTEPUSAM ManUrHnu3auunmn, 4To Bbi3biBaET 3aTpyAHEHUEe
B NpaBUMbHOM nocTtaHoBke guarHoaa [20]. Ana audde-
peHUnanbHON OUarHOCTUKM B MOJO6HBLIX cCryyasx npu-
MEHSTCH UMMYHOTMCTOXUMUYECKNE MapKepbl p63, p40,
CKMNF116 n CK903, o6nagatLine BbICOKOW 4yBCTBU-
TENbHOCTLIO ANS MSIOCKOKNEeTo4YHOoro paka [21]. OgHako
3TU MapKepbl He ABMAKTCA abCOMOTHO cneumuguYHbIMU,
Tak Kak MOryT BbISIBATLCA WU NpU APYrux OMnyXoneBblX
npoweccax.

3ayacTylo nauueHTbl C BYNbrapHOW My3blipYaTKown
npoxogaT AOAMM NyTb OT MOSIBIEHUS MEpPBbIX BbIChI-
naHUn 0o BepudukauuMm guarHosa M Hadyana cooTBeT-
CTByIOLEro nevyeHus. [inarHoctuka BynbrapHom ny3bip-
YaTKU TpebyeT KOMMMEKCHOro nogxoga, BKAw4YarLero
TLWAaTeNnbHO cCO6paHHbI aHaMHe3 C BbIIBNIEHWEM MPOBO-
LUMpPYIOLLNX (PaKTOPOB, OLUEHKY KIIMHUYECKOW KapTUHbI
3aboneBaHuUsl, a Takxe NpoBefeHWe MOSIHOro AuarHo-

T. 101, Ne 4, 2025

CTMYECKOro KOMMeKca: LUUTOMOrM4eckoro uccnegoBa-
HUS ONSA BbIABEHUSA aKaHTONMTUYECKUX KNEeTOK TuaHKa,
rMCTONOrMYecKoro noaTBepXAeHus cynpadasanbHOro
aKaHTonuMsa, NpAMoOn M HenpsMon peakunn UMMyHoOd-
noopecueHUnn ana o6HapyXeHUss MeXKNeTOYHbIX OT-
noxeHun IgG, a Takxe ceponorn4eckoro onpeneneHns
aHTuTen Kk gecmornenmHam 1 n 3. Llutonornvecknm me-
TOA, HanpaBfieHHbIN Ha BbIBIEHNE aKaHTONUTUYECKNX
KNeTOK B MasKax-oTrnedaTrkax cO OHa CBEeXWUX 3pOo3ui,
UMEIT OrpaHMYeHHY0 crneunduyHoOCTb B OMarHOCTUKe
BYNbrapHom Ny3bIp4aTkn, YTO MOXET NPUBECTU K CEPbE3-
HbIM QMAarHOCTUYECKUM OLLUNBKaM.

Taknm o6pa3om, NpoBeAEeHMUE MMCTONOMMYECKOro 1c-
cnepoBaHus u NN® o6a3aTenbHbl 419 AMarHOCTUKN By b-
rapHon nysblp4aTku. N3BECTHO, YTO MaumeHTbl C BYSb-
rapHon nysblpyaTkoW MMeloT 6oree BbICOKYO 4acToTy
BbISIBJIEHUA 3/10KAYECTBEHHbLIX HOBOOOGPA30BaHUN, 4YeEM
B o6Llen nonynaumm [22], o4HaKo OMUCAHHbIA KIMHUYe-
CKUI cnyyan 9BnseTcs NpuMepoM OLINGKN B OUarHOCTU-
Ke, CBI3aHHbIM C HEBEPHOW WHTeprnpeTaunen pesynbra-
TOB LMTOSIOMMYECKOro nccnegoBaHus.

3aknioyenue

HW3KnI ypoBeHb OCBEAOMIIEHHOCTU Bpa4ven O Mop-
ONOrM4eCcKNX OCOBEHHOCTAX akaHTONMUTUYECKUX KIle-
TOK OCTaeTcs cepbe3Hor NpobaemMon, kotopas NpMBOAUT
K AMarHoCTU4ecKuM olumbkam, 3afepXxke B MoCTaHOB-
Ke [AuMarHosa W HasHayeHUIo Hea[leKBaTHOro JevyeHus,
YTO yXyALlaeT MNpPoOrHo3 Ans nauueHToB. [Ons npepot-
BpalleHnsa nofobHbIX cnyyYaes HeobxoguMma MoAroToB-
Ka obpasoBaTesfibHbIX NPorpaMm, HamnpasfeHHbIX Ha Mo-
BbILLEHNEe 3HaHWI Bpaver 06 0COOGEHHOCTAX OYNNesHbIX
[epmaTo30B, BHelpeHne cTaHAapTHbIX METOA0B OKpacKu
1 MexgucunnnnHapHoe B3anMofencTeme Mexay aepma-
TOBeHepororamu, natomopdornoramm U BpadamMmm CMmex-
HbIX crneumansHocTen. B npouecce BefeHUs naumeHToB
C Ny3bIp4aTKOM BaXeH KOMMJIEKCHbIN noaxon, KOTopblin
No3BONNT 06ecneYnTb CBOEBPEMEHHYIO M TOYHYHO Aua-
FHOCTWUKY flaHHOro 3abonesaHuns, yny4Llasa kayecTBo oKa-
3aHus meguumHckon nomoLun. [l
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