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Llenb. MNpepacTaBnernne KNMHUYECKOrO CryYas peakoro aepmMaro3a — BereTupyloLLein nysblipyaTku.
MaTepunanbl n metogbl. [MpoBeAeHO KNMHMKO-NabopaTtopHoe o6cnenoBaHmne XeHumHbl 32 net, obpa-
TUBLUENCA € »kanobammn Ha BbICbINaHWS, pacnonarasLllMecs NpenmyLlecTBEHHO Ha CM3NCTbIX 060104-
Kax 1 B CKnagkax KoXu, B BMAE Ny3blpen, NycTyn, 3po3unii 1 Beretaunin. BeinonHeHo umMtonornyeckoe
nccnegoBaHMe Maska-oTnedaTka co AHa 9p0o3um, MMCTONOrMYecKoe NCcneaoBaHne 61MONTaToB KOXM
13 o4ara nopaxkeHus, UMMyHOI00OpPEeCLEHTHOE UCCedoBaHne BruonTarta, B3ATOro 13 BUAMMO Hemnopa-
XKEHHOMO yyYacTka KoXWU.

PesynbraThl. KnuHMYeckme NposiBneHns 3abonesanns U pesynbTaTbl TMCTONOrM4eCKOro MccneaoBaHns
COOTBETCTBOBA/IM ANArHO3Y BErETUPYIOLLEN NMy3blpYaTKM, HYTO NOATBEPXAAIOCE 0OHAPYKEHVEM aKaHTOMM-
TUYECKMX KNETOK B Ma3Ke-oTneyaTke 1 Aeno3ntoB IgG B MEXKNETOYHbIX MPOMEXYTKax anvaepmuca. K pe-
rpeccy BbICbiNaHW NprBENa nepopanbHas Tepanus NpegHN30/10HOM B 03€ 1 MI/KI Macchl Tena B CyTKM.
3akntodeHue. Jlokanmaaumsa 1 xapaktep NoparkeHns Koxm Oblav TUAMYHBIMU A1 BEFETUPYIOLLEN MY3bIp-
YyaTkW. MNpOBEAEHHbIN KOMMIEKC MCTONOMMYECKOrO M MMMYHOGOEPMEHTHOMO NCCEeAOBaHNA MO3BOAMN
NOATBEPANTb AMArHO3, a Ha3HayYeHe afekBaTHOW Tepannmn — AO6UTLCS BbIP@XKEHHOTO KITMHNUYECKOro
ynyydweHns. OnncanHblin cnyya NpeacTaBneH B CBA3W C PEAKOCTbIO AaHHOro Aepmarosa.

Knto4eBble CNnoBa: GynneaHslie AepMaToabl, BEreTUpyioLLas MyabipyaTka, UMMyHOMMIOOPECLIEHLMS, CUCTEMHbIE
IMIOKOKOPTUKOCTEPOMAbLI, MPEAHU3ONOH

KOHQOMUKT MHTEPECOB: aBTopb! 3a9BNA0T 06 OTCYTCTBIN NMOTEHUMANbHOr0 KOHAMMKTa MHTEPecoB, TpedytoLLero
pPacKpPbITUS B [aHHOW CTaThbe.
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I)emphigus vegetans: A clinical case

Arfenya E. Karamova’, Vadim V. Chikin, Lyudmila F. Znamenskaya, Maria A. Nefedova, Egana S. Mamedova

State Research Center of Dermatovenereology and Cosmetology, Ministry of Health of the Russian Federation
Korolenko str., 3, bldg 6, Moscow, 107076, Russian Federation

Aim. To present a clinical case of pemphigus vegetans, a rare form of dermatosis.

Materials and methods. A clinical and laboratory examination of a 32-year-old woman complaining of rash
was carried out. The rash in the form of blisters, pustules, erosions and vegetating lesions was located
mainly on the mucous membranes and skin folds. The list of performed examinations included a cytolog-
ical study of a swab taken from the bottom of a lesion, a histological examination of skin biopsies from a
lesion and an immunofluorescence study of biopsy specimens taken from an apparently non-affected skin
area.

Results. The clinical manifestations of the disease and the results of the conducted histological examina-
tions corresponded to the diagnosis of pemphigus vegetans. The diagnosis was confirmed by the pres-
ence of acantholytic cells in the swab and IgG deposits in the intercellular spaces of the epidermis. Oral
therapy with prednisone at a dose of 1 mg/kg body weight per day led to regression of the rash.
Conclusion. In the investigated clinical case, the localization and nature of skin lesions were typical of
pemphigus vegetans. The conducted histological and enzyme immunoassays confirmed the diagnosis,
which allowed an adequate therapy to be selected. As a result, the patient demonstrated a pronounced
clinical improvement. The described case is presented due to the rarity of this dermatosis.
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[l Beretupylowas nysblpyatka — ayTOMMMYyHHOe
6ynne3Hoe 3abonesaHne KOXW, pas3BuBaloLLeecs B pe-
3ynerate npoaykumMmM ayToaHtuten K 6enkam OecMoco-
MarnbHOro annapara KneTtok anuvaepMmmuca u CIn3UCTbIX
060n04eK, BbI3bIBAOLWMX pa3BUTUE akaHToNM3a, xapak-
TepusytoLeeca hopMMpoBaHNEM Beretaumi Ha obpasy-
oLLMXCA nocre BCKpbITUS ny3bipei apo3usix [1]. Cornac-
HO MeXAyHapogHow knaccudukauun 6onesHen BO3
10-ro nepecmoTpa, BereTupytoLas nysbipyaTka asnset-
csl BapmaHToM nemdwuryca.

BereTtupytoLas nysbipyatka — pegkoe 3abonesaHue.
Tak, npu n3ydeHun 148 cnydaeB nemdwmryca seretupy-
owasa nysblpyartka guarHoctuposaHa nvb y 1 60nbHOM
(0,7 %) [2]. B Tex cny4asix, Korga BereTMpyoLLyo nysbip-
YyaTKy paccMaTpuBatoT Kak BapuaHT BYSIbrapHON, oLeHnBa-
€TcA, YTO Ha ee gonto npuxoautca 1-2 % Bcex cny4vaes [3].
Beretupytoas nysbipyaTka Yalle Bctpedaerca B Cesep-
Hon Adbpuke — 00 9,1 % OT uucna 60sbHbIX BYNbrapHbIM
nemcurycom [4].

3aboneBaHuve BbIfIBNSAETCSA NpenMyLLEecTBEHHO
Y XEHLWWH (reHOepHOEe COOTHOLLEHMWE: >KEHLUMHbI/MYX4n-
Hbl 4,66:1) 1 HaunHaeTcs B Bo3pacTte 40-60 neT (cpepgHui
Bo3pacT aebtota 6onesnun 48 net) [4]. Tem He MeHee Bere-
TUpyloLwas nysbipyaTka MOXET BO3HUKHYTb Y Jtoden BceX
BO3PacTHbIX rpynmn, Bkntoyas geter [5—10]. OT nosBneHus
nepBbIX BbICbINaHWIA BEreTUpyloLen ny3bipyaTtkm oo ycra-
HOBMEHUs AuarHo3a npoxoaut ot 15 gHel o 25 ner,
B cpegHeM — 2,29 + 6,16 roga [4].

Passutne nysbipyaTkv CBA3AHO C NPOAYKUMEN ayTo-
aHTUTenN, HanpasfieHHbIX MPOTUB pasnunyHbIX 6enkoB ae-
cmocoM. CBa3biBaHWe ayTOaHTUTEN C MULLIEHIMW MPUBOAUT
K paspyLUeHMIo eCMOCOMarbHbIX CBA3E MeXAyY KepaTuHO-
uMTamm, 4To MOpoNorM4ecKn NPOosIBASETCS akaHTONM30M
¢ hopMMpOBaHMEM BHYTpUaNMaepMasbHbIX ny3bipen [11].
Mpun BereTupyloLwen nysbipyaTke MULLEHAMW aHTUTen fB-
NSAOTCA Te Xe aHTUreHbl, 4TO 1 NPU BYSIbrapHOM ny3bipyaT-
ke — pgecmorneuHsl 1-ro n 3-ro Tmna. AHTUTENa K gecMmor-
newHy 3-ro Tmna OTBETCTBEHHbI 3a aKaHToNu3 B 3nuTenuu
CNU3UCTbIX 060M04€EK, TOrAa Kak aHTuTena K AecMornenHy
1-ro TMna BbI3bIBAIOT akaHTonNu3 B anugepmuce. MpucyT-
CTBME 060MX TUMOB aHTUTEN MPUBOOUT K PasBUTUIO aKaHTo-
NnM3a Kak B KOXe, Tak U B CNIM3MCTbIX o6onoykax [12].

K otnnuumsam BereTupyloLen nysbip4yaTku OT Bynbrap-
HOW OTHOCAT NPOAYKUMIO ayTOaHTUTEN, KOTopble CBA3bIBa-
I0TCA C ApyrMmmn 6enkamu JecMocoM, TaKUMKN Kak OecMo-
KOMMUHbI 1 1 2 1 NepunNakunH, 4To cHMTaeTC BOSMOXHbBIM
O6bACHEHNEM OCOBGEHHOCTEN KIMHUYECKUX NPOABMEHUN
[13]. Pasnuumnsa KNMHWYECKOW KapTuHbl BereTupyloLemn
nysblpyaTkn 1 BYNbrapHoOM OOBbACHAIOT TakXe pasHbIM CO-
cTtaBom nogknaccoB IgG-ayToaHTuTen, o6HapyXXMBaeMbIX
y 60MnbHbIX 3TUMK 3a6oneBaHnAMN. Y 6OSbHbIX BeretTupy-
toLen nysbipyaTkor npeobnagatot IgG2 n IgG4 ayTtoaHTu-
Tena, y 60MbHbIX BynbrapHom ny3bipyaTkon MakcumarnbHas
aKTMBHOCTb NpuHagnexut IgG1 un IgG4 aytoaHTuTenam.
MpegnonaraeTcs, 4TO KAWHUYECKME W TUCTONOrMYecKue
NPosIBNEHNA BEreTUpYyoLLen ny3blp4aTkn CBA3aHbl ¢ 6onee
BbICOKOW KOHLIEHTpaLmen B o4arax nopaxeHus NogKnaccos
IgG, akTMBUPYIOLLMX KOMMNEMEHT [12].

dopmMmpoBaHme BereTaumin B 061actu CKnagok cBasa-
HO C pasBMBatoLLIENCs B YCIOBUAX OKKIO3MK 1 MaLepauum
KOXn 6GakTepuanbHo uHdpekumen [14-17]. OgHako 3TO
He OObSACHAET MOSABNIEHUS BEreTUpYoLMX 04aroB nopaxe-
HWA 3a nNpejenamu cKnagok Koxu. Npegnonaraertcs Takxe,
4YTO B pasBUTUM BereTauum urpaet ponb Th-2-onocpeno-
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BaHHasd MMMyHHas peakuus c ydactuem lgG4—IgG2 u3so-
TUNOB ayTOaHTUTEN U LUMTOKWHOB, B pesynbraTe KOTOpOW
CTUMYNMpyeTCca nponudepaumsa anuTenna n akTueMpyeTcs
XeMoTakcuc 303mHodhmnos [12, 15].

BbigenaoT 2 Tuna BereTupylowwen ny3blpHaTku: Be-
reTupyowas nyseipyatka HolimaHHa w BereTupyoLlas
nyabipyatka Annono, Ha3saHHbIE MO MMEeHaM aBTOpPOB, KO-
Topble onvcanu aTo 3abonesaxuve (B 1876 n 1889 ropy co-
OTBETCTBEHHO) [3, 18]. Hawe BcTpeyaeTcs BereTnpytowas
nysbipyatka HommanHa [4].

Beretupytowaa nysbipyatka HoimaHHa MaHwudecTu-
pyeT, Kak 1 BynbrapHasi, ¢ o6pa3oBaHus BASbIX Ny3bIpen,
KOTOpbIE€ ObICTPO BCKPbLIBAOTCA C 06pa3oBaHUEM 3PO3UMN.
OpHako, B OTNn4Me OT ByNbrapHoW My3bipyaTku, Ha MecTe
3p031n  HOPMUPYIOTCH TUNEepTPOUYECKNE paHynaumm,
KOTOpble paspacTaloTcs U 3BOMIOLMOHUPYIOT B Bereta-
LUK, BblAensaoLmMe CEepo3HY0 XUOKOCTb U rHoi. Mo Kpa-
SIM 3PO3MIA Ha4YMHaEeTCs POCT HOBbIX Beretauun, KoTopble
CO BPEMEHEM CTaHOBATCA CyXMMM, FMnepKkepaToTUHeCcKu-
MU 1 pacTpeckaslumMucs. ctonorndyeckme nposiBieHns
BereTupyoLen nysbipyatkm HomaHHa XapakTepu3sytoT-
Cs nanunnomMaTto3oM W akaHTo30M C WHTpasnuaepmarnb-
HOM Be3uKynsuMen u cynpadasanbHblM aKaHTONN3OoM.
WHTpasnupgepMarnbHble  MyCTynbl U3 HEUTPOPUNBHbLIX
M 303UHOMUIIBbHBIX FPaHYNOLUTOB UMEIOTCH B HEGOMNbLLOM
KOMYeCTBE UK OTCYTCTBYIOT. TedeHne 3abonesaHuns oav-
TenbHOE, C YacTbiMK peunansamu.

BereTtupytoLasn nysbipyarka Annono HaymHaeTcs ¢ no-
ABMEHWA NYCTYN, KOTOPbIE MOCne BCKPbITUA NpespaLLarTcs
B WHMMLMPOBaHHbIE 3p03unn. ITU 3p03uNn, yBENMYMBasCb
B yucne n pasmepax, CNMBaloTCs U MOCTENEHHO CTaHo-
BATCA GONE3HEHHbIMU BereTUpyLmMMM o4aramm C LieH-
Tpo6exHbIM poctoM [3, 19]. MNpu nysbipyaTke Annono,
Kak 1 npu ny3bipyaTtke HoriMaHHa, B o4arax nopaxeHus o6-
Hapy>XX1BaeTCs akaHTOo3, MHOMAA C akaHTONN30M, UMETCA
MHOMOYMCIEHHbIE, B TOM YUCNE KPYMNHblEe 903MHOMUIIbHbIE
abceueccesbl, a Takxke y4aCcTKM 303MHOUIBHOIO CNOoHrnmosa
[20]. BereTtupytowas nysbipyaTka Annono umeet OTHOCU-
TEeNbHO [J06POKAYECTBEHHOE TeYeHMe C BO3MOXHOCTbIO
pasBUTUS CNOHTAHHLIX PEMUCCUMNA.

BblgeneHne aTnx TUMNOB BereTUpyloLen nysbipyaTku
cynTaeTcs YCrnoBHbIM, MOCKOSIbKY MX pasBuTue onpepens-
€TCsl, BepOATHO, MHOMBUAYaNbHON PEeakTUBHOCTLIO opra-
HM3Ma 60SbHbIX, a He AeNCTBMEM Pa3fNYHbIX NATOreHHbIX
ctumynos [3, 21]. VIHoraa y ogHoro 605bHOro ogHoBpe-
MEHHO MOryT COCYLLIeCTBOBaTbL MPOSIBIIEHUs, XapaKTepHble
Onsa 060MX TUMOB BEreTUPYIOLLLE Ny3bipyYaTKu, U OHU MO-
ryT nepexoguTs OguH B Apyrow [4, 16, 22]. B anutensHo
CYLLIECTBYIOLLIMX 04arax nopaxxeHns BereTupyoLLen nyasbip-
YyaTku ructoniornyeckas kaptuHa 6yaet MMeTb MPU3HaKu
o6omx TvnoB 3abonesanus [20]. R. Mergler 1 coarr. (2017)
yKasblBaloT, YTO He BCerga KnHUYeCcKne nposiBfeHus Be-
reTupytoLLen nysbip4aTki NO3BONAT YCTAHOBUTL TUN 3a-
6onesaHus [1].

MpuBogum Hawe Habnopexne

BonbHas H., 32 net, noctynuna B OTAENeHWE Kpyr-
nocytodHoro ctaumoHapa ®PIrbY «MHUOK» MwuH3agpasa
Poccumn B ceHTsa6pe 2018 roga ¢ xanobamu Ha BbiCbina-
HUSI Ha KOXE BOJSIOCMCTOWM 4acTW rosioBbl, MOAMbILLEYHbIX
BNaguH N NaxoBbIX CKMafoK, a TakXe Ha ClM3nucTon 060-
JIo4Ke NOMOCTU HOCa, pTa U Ha KpacHoW karme ryé, 6onm
npu npveme muWM u rmotaHun. CuntaeT cebs 60nbHON
c aerycta 2018 roga, korga Brnepeble OTMETUNA NOSABMEHNE



BbICbIMNAHU Ha CNN3UCTOM 060S1I04KE NOMOCTU pTa B BuUae
60ne3HeHHbIX 3P03Ui APKO-KpacHOro LeeTa. Ha4ano 3a6o-
neBaHus CBA3bIBAET C 9KCTpaKumner 3y60B, NPOBOAMBLLEN-
Csl 3a TPWU Hedenu 40 NOSIBMEHUs BbICkINaHWI, U NPUEMOM
umnpocdpnokcaumHa.

Yepe3 HeCKONMbKO AHEN Mnocne BO3HWKHOBEHWUS 3pO-
3UiA OTMETMNA NOSABIIEHME BbIPAXXEHHOW CYXOCTU U TPeLLMH
KpacHOW kawMbl ry6. 3a MeOULMHCKOW MOMOLLbIO He 06-
pawianach, CaMoCTOATENIbHO NCNoNb3oBana Ma3sb JleBome-
KOJIb C MOSIOXKUTESbHLIM 3(hheKTOM B BUAE 3NUTENM3aLmn
TpeLUmH. Yepes 2 Hefenv oTMeTUNa pacnpocTpaHeHne Bbl-
CbiNaHW Ha KOXY BOJSIOCMCTOW 4acTu rosfioBbl, CIU3UCTYHO
060/104KY MOSIOCTM HOCa, MOAMbILLEYHbIX BnaguvH M na-
XOBbIX CKNafoK B BMAE 3MTOBOHHbLIX 3PO3MIA C CEPO3HbLIM
M THOVHbIM OTAensiembiM. BnepBble obpatunacb K Bpa-
yy-gepmaroseHeponory B KOL ®IrBY «MHUOK» MuHagpa-
Ba Poccun, roe npegnonaranucb guarHo3bl «MHorodgopm-
Has aKccyaaTuBHas aputema? BynbrapHas nysbipyatka?
MuopepMna?» N PEKOMEHOOBAHO JIeYEHNE B YCINOBUAX
cTauuoHapa.

MaTonornyeckmin KOXHbIN NPoLEecc HOCKN pacnpocTpa-
HEHHbIA XapakTep W NoKanuMsoBasncs Ha CnM3ucTonm 060-
NOYKe NOJIOCTU pTa, HOCa, Ha KpacHoOW KariMe ry6, Ha Koxe
BOJTOCUCTOW YaCTW rofioBbl, MOAMbILLIEYHbIX BNAAWH U Naxo-
BbIX CKNagok (puc. 1).

Ha KpacHon kanme ryé nmenucb rinybokue TpeLLmHbl
M NMOTHbIE KOPKU CepoBaToro LBeTa, Ha CRn3nUcTon 060-
NOYKEe MOSIOCTU HOCa — 3PO3UKN SPKO-PO30BOro LiBeTa
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C 06USIbHBIM CEPO3HbIM OTAENSAEMbIM, Fremopparvyeckme
KOPKMW; Ha CIM3UCTON 060s104Ke MONOCTU pTa B obnactu
LLEK M Ha BOKOBbIX MOBEPXHOCTAX A3blka — 3P03UKN SAPKO-
KpPacHOro LIBeTa; Ha KOXe BOJSIOCUCTOM YacTu rofoBbl —
3puUTEMATO3HbIE O4arn ApPKO-pO30BOro LBETA, B Npeaenax
KOTOPbIX pacnonaranucb NycTysbl, NIOTHO MNpuneratoLwme
YeLLYNKO-KOPKM XXeNToro ugeta u obusbHOe rHoMHoe oTae-
nsemoe. Ha koxe B 06nacT¥ NOAMbILLEYHbIX BnaguH —
MHOXECTBEHHbIE 3P03UM APKO-PO30BOro LiBETA C MATKUMM
3/10BOHHbIMM BEreTaumsMn CepoBaToro LBeTa Ha noBepx-
HOCTU, CnMBaroLLMecs B OOLUMPHbIE oyarn. Ha kKoxe no6-
KOBOW 06/1aCTN N NaxOBbIX CKNAA0K, C NePEXOAOM Ha KOXY
60SbLUMX NOMOBLIX Y6, MMENUCL MHOXXECTBEHHbIE 3P03UM
APKO-KPaCHOro LUBeTa C BeretauusiMm Ha NoBEPXHOCTH, Mo-
KpbITble cepblM Hanetom. o KpasM 3po3uin oTMevanmcb
06pbIBKU annaepmuca 6enosarto-ceporo Leta. OKonoHor-
TeBon BanvK Il nanbua NeBoON KUCTU 3aCTOMHO-KPaCHOro
LBeTa, C OTEKOM.

Mo AaHHbIM KIMMHUYEeCKOro aHanm3a KpoBu Habnwoga-
nacb abCcomnoTHasA M OTHOCUTENbHAs 303MHOMUNKNS, COOT-
BeTCTBEHHO 1552 kn/MKn 1 19 %. [dpyrve nokasarenu Knm-
HUYECKOro aHanmaa KpoBu, 6UOXMMNYECKUIA aHaNN3 KPOBK
M 06N aHann3 Mo4m — 6e3 OTKIIOHEHUIA.

Mpy UMTONOrMYECKOM MCCnefoBaHUM Maska-oTreyar-
Ka CO [iHa 3p03u1i CIIM3NCTON 060NOYKM MONOCTU pTa O6HA-
PY>XEHbl aKaHTOSIMTUYECKME KINETKM.

B pesynsrate uccnegoBaHus 6uonTtata BUOUMO HEMo-
Pa>KeHHOWM KOXW C NMOMOLLIbIO HEMPAMOWN peakumMm MMMYHO-

Puc. 1. Beretupytoluas ny3bip4arka. MopaxeHue KpacHoi Kaimbl ry6, Cansuctoil 060104k pTa v Hoca (A, B), KoXu BONOCICTON YacTit ronogbl (B), noamblleyHbIX (I') 1 naxo-

BbIX CKnazok (/1)

Fig. 1. Pemphigus vegetans. Lesions of the red border of the lips, mucous membranes of the mouth and nose (A, b), the scalp (B), axillary (I') and inguinal folds ()
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Puc. 2. Beretnpytoluas ny3bipyarka. Ot4etnusas dukcauns 1gG B MeXKNETOYHbIX
NpOMeXyTKax BCex CNoes annaepmica (B BUaE «CetkiA»). Peakuus ummyHodio-
opecLieHumn, x600

Fig. 2. Pemphigus vegetans. A distinct fixation of IgG in the intercellular spaces of all
layers of the epidermis (in the form of a “grid”). Immunofluorescence reaction, x600

chnoopecLeHLMN BbISIBIEHA SPKO BbIpaXeHHas Ha BCEM
NPOTsXKEHUN OTHeTNIMBasA ukcaumns IgG B MEXKNETOHHbIX
NPOMEXYTKax BCEX CMOEB 3anuaepMuca B BUOE «CETKU»
(puc. 2). 3Haummon dmkcaumm IgA n IgM B CcTpyKTypax
KOXW He BbIBNsANoCck. HabnogasLwasnca uMmyHodnoopec-
LeHTHasi KapTMHa COOTBETCTBOBasa KIMHUYECKOMY Auna-
rHO3Yy aKaHTONMUTMYECKOW Ny3blpHaTKu.

Mpw rucTonorM4eckoM uccnegoBaHumn 6uonTarta Koxu,
B3AITOr0O C y4acTKa CBEXeC(OpPMMPOBAHHOIO Ny3bipsi, Bbl-
SIBNIEH KPYMHbINA cynpata3anbHblil Ny3blpb, B MPOCBETE KO-
TOPOro ONPEAENANUCE aKaHTONIUTUHECKME KINETKU, PUOPUH,
nevikouuTbl, 303uHotunbl (puc. 3A). B obnactu nyabips
BOCNanuTeNnbHble M3MEHEHUS B depMe Oblnv npencras-
neHbl Andy3HbIMM NMMAOLUTAPHBIMU UHDUNBTPaTaMm
C NPYMECHI0 303MHOMUNBHBIX rpaHynouutos. Mopdonoru-
YeckMe M3MEHEHUSI COOTBETCTBOBANN KITMHUYECKOMY Auna-
rHO3Y aKaHTONMUTMYECKOW Ny3blpHaTKu.

Mpn ructonornyeckom wuccnegoBaHun 6GuonTarta
KOXW, B3ATOIO M3 o4ara MopaxeHus ¢ BeretaumsmMu, Bbl-
SIBNIEH PE3KO BbIPaXXeHHbIM nanuniomaTos ¢ hopmmnposa-
HMEM Ha OOHOM M3 y4acTKOB cynpabasasibHOro nysbips,
3anofiHEHHOro  (pmbpmnHOM, nerkoumnTamu, 303UHOU-
namMuv, eAUHUYHBIMW aKaHTONUTUYECKMMU KreTkamu (no
Tvny nyctynel) (puc. 3B). BocnanutenbHble U3MeHeHUs
B AepMe B o6nacTtu ny3blps Obinn NpeacTaBiieHbl, Tak
Xe Kak W npu nepBoM rMCTOSIOrNMHYECKOM UCCefoBaHUN,
ONPAY3HLIMU NIMMAOLMTAPHBIMU UHUIBTPaATaMM C Npu-
MEeCbl0 303MHOMUIBHBLIX rpaHynouutoB. Mopdonormnye-
CKas KapTMHa COOTBETCTBOBaa KIMHUYECKOMY AMarHosy
BereTupytoLlen ny3bipyaTku.

Ha ocHOBaHWM KNWMHWMKO-aHAMHECTUYECKMX AaHHbIX,
pe3ynsTaTtoB LMTONIOrMYECKOro, MMCTON0rM4eCcKoro  UMMy-
HONIOOPECLEHTHOrO NCCNEefoBaHNA YCTaHOBNEH AMarHo3
«BereTupytoLlas nysbipyarkar.

[MpoBeneHo neyeHve NpegHU3oNoHOM B fo3e 60 mr
B CYTKM NepoparnbHO (U3 pacyeTa 1 Mr Ha Kr Maccbl Tena),
6eTameTazoHoM B fo3e 1 MN BHyTpuMbIweyHo Ne 1,
ognokcaumHoMm B fos3e 200 Mr 2 pasa B CYTKW BHYTpu-
BEHHO, Kanua M marHusa acnapruHatom no 1 Taénetke
3 pasa B fieHb, KanbLus kapboHaToM + Konekanbumdgepo-
nom no 1 Tabnetke 2 pasa B AeHb. Ha o4aru nopaxeHus
Ha KpacHom kanme ry6 HaHocunm kpem momeTtasoHa. Ova-
rv nopaxeHusa obpabartbiBany pacTBOPOM METUIIEHOBOMO
CUHErO W XnoprekcugnHa.

Ha 3-i1 geHb nocne Havana Tepanuu NPegHN300HOM
OTMeYeHa MOoSIoXMTeNbHAA AMHAMMKA: MpPeKkpaTuiocb no-
SIBfIEHNEe CBEXMX My3blpel, YMEHbLUMIIOCh KOMYECTBO
FHOMHOrO OTAENSEMOro B 04arax NopaxeHus Ha Koxe BO-
JIOCUCTOM YacTu ronoBbl, HAGMIOAANOCH OTTOPXKEHNE KOPOK
Ha KpacHow kamme ry6. Ha 6-i feHb nedveHuns Hadanacb
anuTenuM3aums TPeLUH Ha KpacHOW KavmMe ry6, 3po3uvi
Ha CNM3NCTOM 06O0NoYKe MOSIOCTU pTa U Hoca, oTMedve-
HO ynnoWeHne Beretaumii Ha KoXe MoAMbILEYHbIX Bna-
OVH 1 NaxoBbIX CKNapok. lNMonHasa anuTenu3aumns TpewmH
Ha KpacHoW kanme ry6, 3po3vii Ha CIU3UCTON 0605o4Ke
NnonocTn pTa W Hoca, a Takxe perpecc 60sbLUIMHCTBA Be-
retaumii Ha KoXe NogMbILLEYHbIX BNagWH 1 NaxoBbIX Ckna-
OOK oTMe4eHbl Ha 20 AeHb nedeHus. Yepes mecsu nocne
Havana Tepanum oTMeYarncs MosHbIN perpecc BbICbINaHWN,

Puc. 3. Beretupytoliiast ny3bipyarka. Mopdonoryeckoe 1ccneaoBaxine 6rontara Koxm co CBeXuM ny3bipem (A). Ha 0aHOM 113 y4aCTKOB MMEETCS KpyMHblii CynpadasanbHblil
ny3blpb. B NPOCBETE Ny3bIps aKaHTONUTUHECKIE KNETKM, (DUOPUH, NEKOLNTHI, 303UHOMNLI. Moptonornieckoe 1CCea0BaHIe BUONTaTa KOXW 113 BEreTUPYHOLLEr0 04ara nopa-
XeHust (B). Innaepmnc pesko yTomLLeH C BbIDXEHHBIM akaHTO30M, NanuII0MaTo30M, YMepPeHHbIM rMnepKepaTo3oM, Ha OAHOM 13 y4acTKOB MMEeTCs CynpabasanbHbiii ny3bipb
110 TUMY MYCTY/bI, 3aM0SHEHHbIN PUOPUHOM, NelKoLuTamMu, 303MHO(UAAMM, eAUHAYHBIMIA AKAHTOUTUHECKUMIA KNETKaMu, OKpacka reMartoKCUINHOM-3031HOM, x50

Fig. 3. Pemphigus vegetans. The morphological study of a skin biopsy specimen with a fresh blister (A). A large suprabasal blister is observed in one of the sites. The lumen

of the blister demonstrate acantholytic cells, fibrin, leukocytes, eosinophils. The morphological study of a skin biopsy specimen from a vegetating lesion (b). The epidermis is
sharply thickened with pronounced acanthosis, papillomatosis, moderate hyperkeratosis. In one site, there is a suprabasal blister resembling a pustule filled with fibrin, leuko-

cytes, eosinophils, single acantolytic cells. Hematoxylin eosin staining, x50
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Puc. 4. Perpecc BbiCbinaHuil BEreTUPYHOLLEN Ny3bIp4aTkil Ha KpacHON Kaiime ry6, CAU3nCTbIX 060/104Kax Hoca U NOOCTIA PTa, Ha BOAOCUCTOI YACTV FON0BbI, MOAMbILLEYHOI

11 MaxoBoit 06macTsx (A—1) B NpOLECCE MMHKOKOPTUKOCTEPOUAHOM Tepanin

Fig. 4. Regression of pemphigus vegetans eruptions on the red border of the lips, mucous membranes of the nose and mouth, on the scalp, axillary and inguinal areas (A-L)

during glucocorticosteroid therapy

Ha MecCTe KOTOpbIX OCTaJInCb runeprnnurMeHTMpoBaHHbIe
naTHa (pwvc. 4).

HavaTto nocteneHHoe CHMXeHne [03bl NpegHn30JI0Ha,
koTopas B Mae 2019 roga coctasuna 20 Mr B cyTku. lMosiB-
JIEHME CBEXMX BbICbINAHWI HE OTMEYaeTcs.

O6cyxpeHune

Jlokanusauus BbICbINAHUIA Y HaxXOAMBLLENCHA Mop Ha-
UMM HabniogeHneM naumeHTku (cnmaucrtasa obonodka no-
nocTW pTa, NOAMbILLEYHbIE U NaxoBble CKNagku) 6bina Tn-
NUYHOW AN BEreTvpyloLler nysbipyatkn. Kpome Toro,
XapaKkTepHbIM AJ17 BEreTvpyoLLen ny3bipyaTkv aBnseTcs
nopaxKxeHne KpacHomn Kammbl ry6, KOTopoe Takxe UMenocb
y naumeHTku. MNopaxxeHne NonocTu pta 06bI4HO NPOSBASET-
€S 3PO3NAMN N HE OTNINYAETCS OT BYNbrapHON My3bIpyaTKy.
OpHako npu BereTupyoLLen Ny3blpyaTke BO3MOXHbI U Apy-
rve nposiBNeHNs MOPaxKeHus NMonocTy pra: obpasoBaHve
60p034 1 M3BUIMH Ha A3bIKe, NpUAarLLMX emy Lepebpu-
dhopMHBIV BUA, & Takxe pacnonararlimecss Ha KpacHOn
Kanme ry6, fecHax, TBepaoM He6e MHOXeCTBEHHbIe 6enble
6opopasyaTtble nanynbl, TPELMHBI, 3PO3UM N KOPKKM, chop-
MUpYIOLLME KapTWHY «6ynbDKHOW MOCTOBOW» [23]. Sposum
Ha CNM3NCTON OBOMOYKE MOMOCTU pTa U KpacHOW Kanme
ry6 MOryT ConpoBOXAaTbCA PE3KOM 6ONE3HEHHOCTLIO U 3a-
TpyaHeHueM npuema nuwn. OnucaH cny4an notepy mac-
Cbl Tena 60NbHON BereTupyoLen ny3blpyaTkon Ha 12 Kr
3a 4 mecsua 6one3Hn [23]. C cambix NepBbIX ONUCaHWIN
3abonesaHns 06CYXAaeTcs CBA3b pas3BUTUA GONE3HU CO

CTOMaToNnorn4ecknMm npouegypamm B nonoctn pra [24].
Y onvMcaHHOW HamMK NauMeHTKM Nepeble NPosiBNeHns 6ones-
HW B BMAE 3PO3VBHOIO MOPaXKEHUSI CAM3UCTON O6OOYKM
NONOCTN pTa BO3HUKIIM NOCHE 3KCTPaKLmn 3y60B.

TeueHne 3aboneBaHns N KNMHUYECKAs KapTuHa y Ha-
XOOMBLLEWCA MOA HalMM HabMiogeHneM MauuMeHTKK, xa-
pakTepu3oBaBLUMecs [e6loTOM 3aboneBaHus B Buae
3p03Uii Ha CNM3NCTON 060NI0YKE MOOCTU PTa, K KOTOPbIM
B MOCneayroLemM NPUCOEOUHUNNCE SPO3VBHbIE Mopae-
HUA KOXM NPEenMyLLIECTBEHHO KPYMHbIX CKNagoK U BOKPYT
€CTeCTBEHHbIX OTBEPCTUI, SBOMIOLIMOHMPOBABLLNE B Bere-
TUPYIOLLME BbICbINaHWs, COOTBETCTBOBAIM BEreTMpytoLemn
ny3blpyaTtke, onucaHHon HovimaHHOM. Y 60MbHbIX BEreTu-
pytoLLen My3blpHaTKOM MOXET TakXe pas3BuTbCA nopaxe-
HWE HOITEBOrO JI0Xa WU/UNN OKONIOHOITEBLIX BasIMKOB [25].
OpuTema 1 0TEYHOCTb HOITEBOrO Banvka |l nansua neson
KWUCTW HabMIoQanmeb 1y Hallen nauneHTKu.

XapakTep n M3ntobreHHas nokKanu3aums BbiCbIMaHWN
BEreTUpyoLLer ny3bipyaTku onpegenseTr Crnvcok 3aborne-
BaHUN KOXW, C KOTOpbIMK TpebyeTcs nposBoauTb audde-
peHUManbHy0 OMarHocTuky: 6onesHb Xennm — Xennu, IgA
ny3blpyaTka u napaHeonnactmyeckas nysblpyaTka [23]. 3a-
TPYOHEHWs1 B YyCTAHOBIIEHWMN AMarHO3a BO3HMKAIOT B Criyvae
OrpaHMYeHHbIX NYCTYNEe3HbIX BbICbINAHUA, OCOBGEHHO B Ha4a-
ne 60ne3Hn, Korga fokanusaums NopaxeHn MoXeT orpa-
HMYMBaTLCA BOMIOCUCTOM YacTbiO FOMOBbI, MyNnoYHoOM obna-
CTbi0, NasbLamMu PyK Ui HOr, MopaXKeHueM HorTen. B Takmx
Cny4asx Heo6Xo0AMMO NPoBOANTbL AndhdepeHumansHyo gua-
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FHOCTUKY C 6aKTepuanbHbBIMU Y MUKOTUHECKUMW MOPaXKEHU-
SIMU KOXM, NYCTYNe3HbIM NafoHHO-NOAOLLBEHHBIM Ncopua-
30M (acrodermatitis continua Hallopeau) ¢ ncnonb3oBaHnem
nabopaTopHbIX METOAOB UCCef0BaHUS.

O6Hapy>XeHne akaHTONIMTUHECKMX KNETOK Npu LUTOMO-
rMYECKOM 1CCnefoBaHnM Maska-oTrnedaTka co gHa apo3un
y Halen naumeHTKn Mo3BOMWMO MNpeanonoXutb AnarHos
aKaHTONMUTUYECKON Ny3bIpYaTKW, MOATBEPXAEHHbIA UM-
MyHOpNtooOpecUeHTHBIM  UccregoBaHemM 6uonTtara Bu-
OVMMO HEMOPaXeHHOW Koxu. Tem He MeHee geno3uthbl IgG
Ha KNEeTOYHOM NOBEPXHOCTU KepaTUHOLUMTOB B anuaepmMu-
ce ABMAOTCA XapakTepHbIM UMMYHOMNOOPECLEHTHLIM
NPU3HaKoM m6oro Tuna nemduryca, 3a UCKIYEHNEM
IgA ny3bIpyaTkn, NOSTOMY MMMYyHoOMaTonorn4yeckas KapTm-
Ha BereTupyloLen ny3bip4yaTkKu MOXET OblTb HEOTIMYUMA
OT BynbrapHom [26].

MpusHakn, oTnuyalroLlme BereTUpyoLyo ny3bipyaT-
Ky OT BYNbrapHOW, MOXHO BbISIBUTb MPU MMCTONOMMYECKOM
nccnegoBaHumn, XOTS Ha PaHHUX CpoKax passBuTmus Mopdo-
norvyeckne nposiBrneHns aTnx sabonesaHnii MoryT 6bITb
WMOEHTUYHBIMUK, OrpaHnYnBasiCb cynpabdasarnbHbiM akaHTo-
nn3omM. OfHaKo NONMHOCTLI0 CHOPMMPOBABLLMECH MOpaXe-
HUA BereTUpyoLlen nysbipyaTtkv 6ydyT FMCTONOrMYECcKn
NPOSIBNSATLCA aKaHTO30M W NanuniomMaro3om, uHorga —
C BbIpaXXeHHOW MCeBAo3NUTENMOMATO3HOW rmnepnnasunen,
N HanMuneMm WHTpasnuaepMarbHbIX 303MHOMUIIbHBIX ab-
cueccoB. Cynpa6asasnbHbii akaHTONMM3 MOXET 6bITb cabo
BblpaXXeHHbIM unu He onpegensaTees [20]. B 6uonTtate Koxu
N3 BEreTUpyloLero o4ara nopaxeHus Hallen naumeHTKn
6bIN TakxXe o6HapyXeHbl rvnepnnasus anugepMmca, na-
NUNIoOMaTo3, akaHTo3 W UHTpasnuaepmarnbHble MUKPoao-
CLeCChl, BblpaXeHHas CcTeneHb Be3uKynauum n 6onbLioe
KONMMYECTBO 303UHOMUIBHBLIX FPaHynounToB B BOCNasnu-
TENbHOM MHpUnLTpaTe, KOTopble SABAAIOTCA MpU3Hakamm
BEreTUpYIoLLen ny3bipHaTku.

YHacTto y 60nbHbIX BereTupyoLen ny3blp4aTkon Bbl-
SIBNSAIOT 303MHOMUNNIO KPOBM, KOTOpas MOXeT gocturaTb
5400 knetok/MM® [4]. V Hallein naumeHTKn Takxe o6Hapy-
XeHa 303uHocpunma (1552 knetok/mmd).

Cpeay 0CNOXHEHWI BEreTUpyHoLLIen ny3blpyaTku Hanbo-
nee 4acTbIMK ABAKOTCA MHPEKUMOHHbIE. K caMbIM YacTbiM
MHMEKLMOHHBIM OCMOXHEHUAM OTHOCHAT MOPaXEHUS KOXM,
a Haubonee TaXenbIM SABNAETCA CEMNCUC, KOTOPbIN MOXET
cTaTb NPUYMHONM neTansHoro mucxoga [4]. O TsxecTn Bere-
TUPYIOLLEE Ny3blpYaTKyU CBUAETENLCTBYIOT AaHHble |. Zaraa
n coasT. (2011), KoTOpble OTMETUNN Cpean HabnoaaBLLMX-
Ccsl MMM 6OJbHBLIX BbICOKYKD Jonto cmepTHocTn (17,64 %)
1 BbICOKMI YpOBEHb CMepTHOCTM (56,54 Ha 1000 naumeHToB
B rofg) CO CpedHWM BPeMeHeM BbDKMBAEMOCTWU OO HacTym-
nexust cmeptn 103,88 + 13,6 mecsua (8,65 + 1,13 roga) [4].

OcHoBoli Tepanum 60MbHbIX BEreTUPYHOLLIEI My3bipyaT-
KOW, KakK W BYNbrapHoOW, SABNSIOTCS CUCTEMHbIE TTIHOKOKOP-
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TUKOCTepouapl [27, 28], 6e3 NpUMEHeHUs KOTOpbIX 3a60-
nieBaHMe MOXeT 6bICTPO MPUBECTU K NeTanbHOMY UCXOay.
B onucaHHom B 1928 r. cnyyae cMepTb NaumMeHTa HacTynu-
na npumepHo Yepes 3—4 Mecsua OT NOSIBIEHNS NepBbIX Bbl-
CbiNaHWN BereTUpytoLLer nysbipyaTkn B NONoCTn pra [24].
B opyrom cnydae cMepTb naumeHTa HacTynuna npuMepHo
yepes 10 MecsUeB nocne Havana 3a6onesaHns [29].

[lo3a CcUCTEMHbLIX TNIIOKOKOPTUKOCTEPOMAOB HasHa-
YyaeTca u3 pacdeta 1 Mr Ha 1 Kr/maccbl Tena nepoparb-
HO. Y HaxoauBLuencs nog HabniogeHMeM NauneHTKU gosa
npegHn3onoHa 1 Mr/Kr B CyTKM nepopasnbHO Takxe okasa-
nacb agpcpekTmMBHa. B cnyvae HepocTaTtoyHOro agodhekra
NPy UCMOSIb30BaHNN CUCTEMHBIX MTTIOKOKOPTUKOCTEPONOOB
pekoMeHAyeTCa BKIOYEHWEe B Tepanuio MMMyHopenpec-
CaHTOB (a3aTMOMPWH, LMKIOCMOPWH, UuMKnodochammg,
MUKogheHonaTtaModeTus, AancoH 1 MeToTpeKcar), YTo Mo-
XeT ycunuTb 3deKT rMIOKOKOPTUKOCTEPOULOB U YCKO-
pUTb JOCTUXEHWE pemnceunn [27, 28]. B cnyyae nossneHus
PE3NCTEHTHOCTU K NPOBOAVMON MMMYHOCYMNPECCUBHOWN
Tepanuu u pasBuUTUS HeXenaTernbHbIX ABNIEHNA npeasioxe-
HO MCMONb30BaTh 3KCTpakopnopanbHbi oTodopes [30].
[na neveHna orpaHWYeHHbIX O4YaroB BereTupylolen ny-
3blpYaTKN NPELNoXEHO BHYTpMOYaroBoe BBeAEeHNE KOPTU-
KOCTepouaoB, nocrne 4Yero Habnwogancs 6uICTPLIA perpecc
BbICbINaHwui [4, 31].

B cnyyae Hanuuma nycTynesHbIX BbICbINaHUA 1 pa3Bu-
TUSA MHPEKLMOHHBIX OCNOXHEHWN 6OMbHLIM BEreTupyloLlemn
Ny3bIpYaTKON MOXET NoTpeboBaTbCs CUCTEMHAA U HaPYX-
Has aHTMbakTepuanbHasa Tepanus. [Npun orpaHNYeHHbIX Bbl-
CbinaHusAx nokasaHa adekTnBHocTb 10-AHEBHOro Kypca
Tepanuu KOMOMHUPOBAHHLIM MpenapaTtoM aMOKCULIMIIINH
+ KnaBynaHoBasi KUCNoTa nepopasnbHO B COYeTaHun ¢ 06-
paboTKoM ovara nopaxeHus pacTBopoM pueaHona [31].

CHMXeHWe f03bl CUCTEMHbIX MTIOKOKOPTUKOCTEPOUAOB
60sbHbIM BEreTUpyoLLen ny3blp4aTkorn AOMKHO 6bITb NO-
CTENEeHHbIM 1 MeAneHHbIM, TakK Kak BbICOK PUCK pasBuTus
peungmea 6one3Hn. OTMeYeHo, YTO pas3BuTME peumausa
BereTupytoLlen nysbipyaTku B nepsble 30 Mecaues nocne
Hayana nevyeHus otMe4anock 6onee 4em y 80 % 60MbHbLIX,
M Yy NOMOBWHbLI GONbHLIX peunavs pasBuicA B TeyeHue
nepsoro rofa tepanuu [4]. MpoOomKUTENbHOCTb KNMHUYe-
CKOM pemuccuu B crniyvae passutmsa peuuamnsa coctasnsana
B cpegHeM 23 mecsua.

3akniovenue

OnuncaHHbI cnyyarn NpeacTaseH B CBA3M C PEAKOCTbIO
OaHHoro gepmMaTtoasa. Jlokanmsauus u xapaktep nopaxeHus
KOXW ObINMU TUNWYHBIMU ANA BEreTupytowen nysblipyaTku.
lMpoBeAeHHbIN KOMMNEKC FMCTONOMMYECKOro U UMMYHO-
(HEepPMEHTHOIrO  UCCNEefoBaHUn  MO3BONUA  MOATBEPAUTL
OMarHos, a HasHa4yeHue afeKkBaTHOW Tepanum — 0o6uTbCA
BblpaxeHHoro KnuHuyeckoro yny4wenuns. [
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