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Pesiome

B cTaTbe npencTaBnieH KINMHNYECKNIA Cllyyal BereTupytoLen GopMbl UICTUHHOWM akaHTONU-
TUYECKOW My3blpyaTKK, CONPOBOXAABLINNCA ANArHOCTUYECKMN TPYAHOCTAMMN 1 MO3[HEN
BepudmKaumein gmarHosa. OCo6eHHOCTbIO HabNOAEHNA ABUNOCh ANUTENIbHOE BeAeHMe
NaLMeHTKN y CneLunanrcToB pas3inyHoro npoduna (CTomaTtonor, TepanesT, TMHEKONOor) C
TPaKTOBKOW 3aboneBaHmnA Kak MHGEKLNOHHOW NaToONOMKM, YTO OTCPOYMSIO HAYaslo naTo-
reHeTnyeckon Tepanum. KnmHmnyeckas KapTrHa BKOYana 3p0o3nBHO-BereTrpyoLme sne-
MEeHTbI B NepuropasnbHOi 061acTy, Ha KOXe TYNI0BMLLA U B aHOTEHUTaNIbHOW 30He. [lnarHo3
NOATBEPKAEH BbIABNEHNEM aKaHTONNTUYECKNX KNeTOK TuaHKa 1 JaHHbIMU NaTOrncTosno-
rMyeckoro nccnegoBaHus. lNpoeBegeHHan CMCTEMHAA MIOKOKOPTUKOCTepOUAHana Tepannsa
no3Bonuna Jo6UTbCA KINMHUYECKON pemuccum. NpeacTaBieHHbIN ciyyai noguyepKmBaeTt
HeobxoANMOCTb PaHHEN BUONCUN Y UMMYHOMOPONOTMYECKON BEpUdUKALIMN NPU XPO-
HUYECKMX IPO3UBHBIX MOPAKEHUSIX KOXKM 1 CIIU3NCTBIX 000SIOUEK.

KnioueBble cnoBa: BereTmpytolian ny3bipyatka, akaHTONMTNYECKaA My3blpyaTka, ayTo-
VUMMYHHble Oynie3Hble AepMaTo3bl, akaHTOMNN3, KIIMHUYECKWIA Ciydal, anddepeHLmanb-
HaA AMarHocTuka
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Abstract

The article presents a clinical case of the vegetating form of true acantholytic pemphigus,
which was associated with diagnostic difficulties and delayed verification of the diagnosis.
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A notable feature of this observation was the prolonged management of the patient by
specialists of various profiles (dentist, internist, gynecologist), with the disease being
interpreted as an infectious pathology, which delayed the initiation of pathogenetically
based therapy.The clinical presentation included erosive-vegetating lesions in the perioral
area, on the skin of the trunk, and in the anogenital region. The diagnosis was confirmed
by the detection of Tzanck acantholytic cells and histopathological examination findings.
Systemic glucocorticosteroid therapy resulted in clinical remission. The presented case
emphasizes the necessity of early biopsy and immunomorphological verification in
chronic erosive lesions of the skin and mucous membranes.

Keywords: pemphigus vegetans, acantholytic pemphigus, autoimmune bullous
dermatoses, acantholysis, clinical case, differential diagnosis

B BBEAEHWE

Beretupytowiaa nysbipyatka — 3TO OfHa 13 4 KNUHNYECKUX GOPM aKaHTONUTNYECKON
ny3blpyYaTKy, ANA KOTOPOW XapakTepHO NosABMeHUe pa3pacTaHuii (BereTauumin), pacrnona-
raloLMXCs Ha AHe 3p03uil, 06pa3syoLMXCA Nocsie BCKPbITUA ny3bipeli [1]. OcobeHHOCTbIo
[AHHOW KNHMYecKo GpopMbl 3a60NeBaHNA ABNAETCA TUMMYHOE PACMONIOXKEHNE Ha KOXe
CK/AJIOK 1 B HEMOCPeACTBEHHON 6IM30CTY K eCTeCTBEHHBIM OTBEPCTUAM [2]. AKaHTONM-
TYecKan ny3blpyaTka — 3TO TAXKENO0e ayTOMMMYHHOe 3aboneBaHme, XxapaKTepusytoLeecs
UMMYHHbIMU HapyLUEHUSMU, MPVIBOAALLVMU K BbIPpabOTKe aHTUTEN K fECMOMOMAM LUKMO-
BaTOro C/10A 3nuAaepmmnca 1 nx nocneayiolieMy pacnnabfieHnto (akaHTonmM3uc), notepe
CBA3M MeXAY KIETKaMU, CKOTIEHUIO XULKOCTV B MEXKKIETOYHOM MPOCTPAHCTBE, C 06pa-
30BaHWEM My3blpel Ha HEM3MEHEHHOW Koxe [3]. 9To 3abofeBaHMe BCTPeYaeTCs JOBOJIb-
HO pepKko. boneloT yalle »eHLWHbI B BOo3pacTe 45-65 neT, HO HepefKo BCTpeYaeTca 'y
MY>KUH [4]. Tpu 3a6051€BaHNN 3HAUNTENIBHO CHUKAETCA KaueCTBO XKM3HW, U NP TAXKENIOM
TeueHUn ATl MOXET NPVBOANTL K BPEeMEHHOW UK NOMHON yTpaTe Tpy[ocnocobHocTu [5].
OpHon 13 pefkux pasHOBUAHOCTEN BYNbrapHOW My3blpyaTKU ABAAETCA BereTupyowas
dopma. Jona ee coctaBnaeT 12% ot Bcex cnyyaes All, cornacHoO faHHbIM MUPOBOW N~
Tepatypbl [6, 7]. B 3aBUCMMOCTM OT KNIMHUYECKON KapTuHBbI, peakuumn opraHm3ma Ha npo-
BOAVMYIO TEPANMIO, MPOTrHO3a Y AaHHbIX MMCTONOMMYECKOro NcciefoBaHns brionTtaTa BN
AensT Ha 2 Tuna: Tun HomaHa (G. Neumann) v tun Annono (H. Hallopeau) [8]. O6wum ana
3TWX 2 TUMNOB ABNAETCA JIOKaNN3aLnA BbICbINMaHUN B KPYMHbIX CKNagKax 1 pAfom C ecte-
CTBEHHbIMY OTBEPCTUAMM. Pexke mopakaeTca Koxa ivua 1 06/1acTb BOSIOCUCTON YacTy ro-
nosbl. CM3KcTble 060M104KM NONOCTY PTa AOBOJIbHO YaCTO BOBJIEUEHbI B MATONOMMYECKUIA
npouecc npu ob6ourx TMnax, Kak HoMmaHa, Tak n Anfiono, N UMelT obLMe Npu3HaKkm —
A3bIK C 60PO3haMU, CXOXKUIA BHELLIHE C MO3roBbiMy n3BuanHamu. Mpw Bl Tvna HolmaHa
pacnpocTpaHeHHble NMy3bipy ObICTPO BCKPbIBAOTCA 1 Ha MeCTax 06pa30oBaBLLIMXCA SPO31i
NOABNATCA NANWIOMaTO3HbIEe pa3pacTaHna Tuna seretauyui [9]. Bropon tmn seretnpy-
fower ny3blpyaTky MI0OX0o noadaeTca TpaguumnoHHon Tepanum NKC n ymMtocTatkamu, v
MPOrHO3 NpY AaHHOM Tune HebnaronpuATHbIA. Mpy Bl Tuna Annono snemeHTbl Cbinu
pacronaratoTca Ha OrpaHMUYEeHHbIX yYacTKax KOXU 1 NpeacTaBieHbl 06bIYHO MyCTynamu,
KOTOpble, CIMBAsACh, 06pa3ytoT BereTupyoLme 6sLWLKN, MOKPbITblE THONHBIM HAJIETOM, OT
KOTOPOrO NCXOAUT 3TOBOHHbIN 3anax.
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W LIEJTb NCCNTEOOBAHWA

MpoaHann3npoBaTb KMUHMUKO-AUATHOCTAYECK/E OCOOEHHOCT BErEeTHPYIOLLEN NY3blp-
yaTKu, NpMBeAaLne K no3gHen BepudmrKaumm amarHo3a, 1 o60CcHoBaTb HEOOXOANMOCTb
paHHeln MopdONOrnMYeckon AMArHOCTMKM MPU XPOHUYECKUX SPO3UBHbLIX MOPAMKEHUSX
KOXU U CANBUCTBIX 060MI0YEK.

B MATEPWAJIbl W METOLbI

MaumeHTKa 1986 roga poxaeHus (38 net) obpatunach B TalWKEHTCKUIN 06/1aCTHOM KOX-
HO-BEHEPONOrMYeCcKMin UCIaHCeP C »anobaMm Ha BbICbINMAHUA Ha KOXe Nuua 1 cim3u-
cTo o6onouke nonoctn pta. Cuntaet cebs 605IbHON B TeUeHMe 6 MecALEB.

3aboneBaHne Hauyanoch C NoABIIEHNA SPO3MBHbIX S/IEMEHTOB Ha CIN3UCTON 0605104-
Ke nonoctu pta. 1o MecTy XuTenbcTBa NaLueHTKa obpaTtunack K ctomartonory, rae 6bin
YCTaHOBJ/IEH AMArHo3 «adTO3HbIA CTOMATUT» U Ha3HAYeHa CMMMTOMAaTUYECKas Tepanus.
B panbHenwem nauveHTKa nosydana NpoTMBOBUPYCHOE fleyeHmne ¢ fuarHo3om Herpes
simplex 6e3 knuHnyeckoro addekTa. B cBA3M € NoABNeHNEM BbICbINAHUN B aHOreHUTab-
HoW 061acTn naymeHTKa Oblla OCMOTPEHa MMHEKOSIOFOM M HanpaBneHa K AepMaTosiory,
rocne Yero rocnuTanM3npoBaHa 4fifd yTOUHEHVA AnarHo3a U NPoBefeHNA leYeHus.

B STATUS LOCALIS

Ko»Ho-naTonornyeckui npoLecc HoOCUT PacnpoCTPaHEHHbI XapaKTep 1 JIoKanmsyeT-
CA Ha KOXKe NnLa, TYNOBULLA, B aHOTeHUTaNbHOM 061acTu 1 Ha CN3MCTON 060MoUKe Noso-
CTV pTa. B nepriopanbHoi obnactv onpeaenanmcs 3po3mnmn 1 Cepo3Ho-remopparnyeckme
KOpPKMN 6e3 BblpaXkeHHbIX ManuiIoOMaTo3HbIX pa3pacTaHui. TUMKMYHbIE BereTupylowme
6naWwKy GopMmnpPoBaNnCb NPENMYLLECTBEHHO B 001aCTN Hapy»KHbIX MOJIOBbIX OPraHOB 1
Ha KOXe TY/I0BULLA. DieMeHTaMu CbiNu ABAANKCH Ny3blpy C APAGI0N NOKPbILIKOW, ObICTPO
BCKpbIBatoLmeca ¢ obpa3oBaHMeEM 3PO3MIA, B PAAE 04aroB — ¢ nocsegyowmm G¢opmMmmpo-
BaHMeM Beretauui. Ha mectax paspeLuvBLUMXCA 3NIEMEHTOB OTMeuanacb nocTBoChanu-
TeNbHaA rmnepnurmeHTauus. Ha cnusmctoli 060nouKke NonocTy pTa U KpacHol Karime ry6
npoLecc npefcTaBfieH 3po3mAMM C y4acTKaMmuy snuTenusauum (puc. 1-6).

Cy6beKTUBHO: 60N1€3HEHHOCTb NPU NPUEME MWLM Y KOHTAKTe C OfeXIO0MN.

Puc. 1. 3po3un n Kopku B o6nacTn KpacHom Puc. 2. po3um n mauepayua B 06nactu KpacHomn
Kalimbl ry6 Kalimbl ry6

Fig. 1. Erosions and crusts in the area of the Fig. 2. Erosions and maceration in the area of the
vermilion border of the lips vermilion border of the lips
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Puc. 3. 9po3uBHbIe N3MEHEeHNA CNN3NCTON Puc. 4. MHO»XeCTBEHHbIe 3pO3UM 1 BeretaLun Ha
060104KM NOJIOCTY pTa KOXe KVNBOTa
Fig. 3. Erosive changes of the oral mucosa Fig. 4. Multiple erosions and vegetations on the

abdominal skin

Puc. 5. MHOXecTBeHHbIe 3pO3MBHbIe 1 Puc. 6. BereTupyiolyme 6nawKkn B o6nactm
BereTupyiowme 3/ieMeHTbl Ha Koxe TyioBuLIa HapyHbIX MOJIOBbIX OPraHOB

Fig. 5. Multiple erosive and vegetating lesions on Fig. 6. Vegetating plaques in the area of the
the skin of the trunk external genitalia

Puc. 7. AKaHTONN3NC 1 BHYTpU3NuAepMasbHble
nysbipy Npu BereTupyiowein nysbipyarke (H&E,
x100)

Fig. 6. Acantholysis and intraepidermal blisters in
pemphigus vegetans (H&E, x100)
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B PE3YJIbTATbI JIABOPATOPHbIX I/ICCJ'lE,EI,OBAHI/IVI

B obLem aHanu3e KpoBM oTMevanumcb ymepeHHaa aHemus (Hb=110 r/n) n nenkounTto3s
(13,6x10°%/n).

Ceponoruueckune peakuum Ha cuounuc (PMI1, PITA, XA, PU®-a6bc) — oTpuuaTenbHble.

B ma3Ke-oTneuaTke BblsiBfIeHbl aKaHTONMTUYECKME KNeTKy TuaHKa.

B 6akTepuronormyeckomM nocese 13 ouara nopaxeHus sbigeneH Staphylococcus aureus
C BbICOKOW YyBCTBUTENBHOCTbIO K a3UTPOMULINHY, NeBOGIOKCALMHY, LUMPOGIOKCALUHY 1
odbnokcaluHy.

Mpwv rMcTONOrMYeCcKOM NCCNefoBaHMM G1OMNTaTa KOXI BbIsIBIEHbI BblPaXKEeHHbIN akaH-
TONM3UC, CMOHIO3 U BHYTPUANUAEPMaJIbHblE MUKPOabCLecchl, CoCToALMe NpenmyLle-
CTBEHHO 13 HENTPODUNIOB 1 503MHOPUNOB. TakKe 06HaPYKMBAKTCA BHYTPUINMAEPMAalb-
Hble Ny3blpU C HEOOJbLUNM KONMUYECTBOM aKaHTONUTUYECKMX KNEeTOK (puc. 7).

W JIEYEHWE

B cTaLmoHapHbIX YCIIOBUAX NPOBOAMIACh CUCTEMHAA TEPANUA MIOKOKOPTUKOCTEPOU-
LaMu: NpeaHn30510H 90 Mr/cyT C NocneayoLM NOCTENEHHbIM CHUXKEHMEM A03bl MO CTaH-
JApPTHOW Cxeme.

JononHutenbHO Ha3Hayanucb MHPY3MOHHAA Tepanua (peocopbunakt), auypeTrye-
cKas Noadep:kKa, npenapatbl Kanus, a Takxke aHTMbaKTepranbHasa Tepanms ¢ y4eToM UyB-
CTBUTENIbHOCTU MUKpOdnopsbl (neBodpnokcaumnH 500 Mr/cyT B TeueHune 7 fHel).

MeCTHO NMPUMEHANUCL aHTUCENTUYECKNE PACTBOPbI, MOTOCKAHMA NONOCTN pTa U Ha-
PY>KHble FMIOKOKOPTUKOCTEPOUIHbIE MpenapaThl.

Ha ¢oHe Tepanuu oTmevyeHa NONOXUTENbHAA AVHAMMKA: NPeKpaLleHne nosBieHns
HOBbIX My3blpen, yMeHbLUeHre BereTauni, asnnutenmsaymna 3po3mni. lNaumeHTka BbinvcaHa
noj AucnaHcepHoe HabnofeHre C peKkoMeHAAUMAMY MO NOCTENEHHOMY CHUXKEHMIO 103bl
CMCTEMHBIX MIOKOKOPTMKOCTEPOMAOB.

B ObCYXIOEHWME

BereTupytoLas nysbipuaTka ABIAETCA PeAKMM BapUaHTOM UCTUHHOW akaHTONUTHYe-
CKOWi My3bIpUaTKM 1 XapakTepusyetcs GopmM1MpoBaHeM NanmaIoOMaTo3HbIX pa3pacTaHui
B 30HaxX MaLlepauuu 1 CKnagoK. HecmMoTps Ha TUMWMYHYIO JIoKanv3auuio, KNMHUYecKas Kap-
TVHA Ha PaHHMX 3Tanax MOXET UMUTUPOBaTb MHEKLMOHHbBIE N CTOMATONIOTNYeCKNe 3a-
60neBaHNsA, YTO HEPELKO NPUBOAUT K AVArHOCTUYECKM OLINOKaM.

B npepnctaBneHHOM crlyyae nepBuYHAA MaHudecTaums 3aboneBaHus Co CIN3UCTON
000/T0UKM NOJSIOCTU PTa Oblla pacLeHeHa Kak apTo3HbI CTOMATUT 1 repneTuyeckas nH-
dbekymsa. OTcyTcTBME 3ddPeKTa OT NPOTUBOBUPYCHOWN Tepanuy 1 NPOrpeccupoBaHme npo-
Llecca C BOBJIeYEHVEM KOXXHbIX MOKPOBOB JOJKHbI Obliv MOC/YKMNTb OCHOBaHMEM AJ1A NPO-
BEAEHVS LMTONOMMYECKOro 1 r’MCTONOrMYecKoro UcciefoBaHms Ha 6oee paHHeM 3Tane.

JunarHocTnueckyio LLeHHOCTb B laHHOM CJlyyae UMenu:

B 0OHAPY)KEHMNE aKAaHTONUTUYECKUX KITETOK TUaHKa;

MaTorncTonornyeckas KapTuHa C BblparkeHHbIM aKaHTOIM30M;
= dopmMmmpoBaHMe BEreTUpYLLMX 6NisleKk B aHOreHKTalbHOM 06nacTu.

Taknm 06pa3om, XPOHUYECKKEe 3PO3MBHbIE MOPAXKEHWA CIM3UCTON 0B0NTOUKM MONOCTM
pTa NPOJOMKNTENBHOCTbIO 6onee 3-4 Hepenb, PE3UCTEHTHbIE K CTAaHAAPTHON Tepanuu,
TpebyIoT UCKNIOUYEHWSA ay TOMMMYHHbIX OyNfe3HbIX JepMaTo30B.
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B 3AK/TIFOYEHNE

MpencTaBneHHbIN KNVHWYECKUI Clyyall [EMOHCTPUPYET ANArHOCTUYECKME TPYLHO-
cTV BepudmKaL MM BereTrpyoLlel ny3blpyaTku Ha paHHKX 3Tamnax 3abosneBaHuns, ocobeH-
HO MW NepBUYHON MaHUeCTaL MM CO CIM3UCTON 0O0SIOUKM NONOCTL PTa.

OtcyTcTBME 3dpdeKTa OT MPOTUBOBUPYCHON U CUMNTOMATUYECKON Tepanuy Npu Xpo-
HUYECKMX SPO3MBHbIX MOPAKEHMAX CIIN3UCTON 060N10UKM 6onee 3-4 Hefenb TpebyeT 061-
3aTeNbHOro NPOBEAEHMSA LUTONOMMYECKOro 1 M’MCTONIOrMYeCcKoro NcciefoBaHus C Lesbio
WCKIIOUEHNA ay TOUMMYHHbIX Gyfie3HbIX 1epMaTo30B8.

CBoeBpemeHHasa Mopdonornyeckas sepndrKauma ararHo3a No3BOsAET paHHee Ha-
3HauyeHMe CUCTEMHOW TTIIOKOKOPTUKOCTEPOMAHONM Tepannm 1 NpefoTBpaLlaeT reHepanu-
3aUMto NaToNOrMYecKoro npotecca.
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