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MpeacTaBneHo KMH1MYeckoe HabnioaeHe nauyeHTa, CTpatalollero B TeHEHEe MHOMVIX IET NCOPMasoM, y KOTOPOro nocne Ao-
NoNHUTENBHOMO 06CnenoBaHNs Gelna obHapyxeHa NMCTOBWAHAS NMy3bipyatka. [py NOCTYMNEeHM B CTaUMOHAP NaTonoru4eckuii
KOXHbI MPOLECC NPakTUYecky A0CTUran apuTpoaepMum. MNpoBoaMMas CUCTEMHas U HapyHas Tepanvisi He Aasana Xenaemoro
abdexTa. [lmarHos nyabipyatki Gbin NOATBEPXAEH PE3YNbTaTaMy LMTONOMMYECKOrO 1 MMCTONOMMYECKOro uccneaoBanmin. Onm-

CaHbl CNOXHOCTW AMAarHOCTUKNA 1 NeYenrst 3a60neBaHuin.

Knro4eBssble crioBa: ricopmnas, imcToBmaHas riy3bipyarka, AnarHocTmka, /ie4eHume.

The authors describe a clinical study of a patient who was suffering from psoriasis for many years and was diagnosed with pem-
phigus foliaceus after an additional examination. When the patient was hospitalized, the pathological process in the skin was
almost close to erythroderma. Systemic and external therapy failed to produce the desired effect. The diagnosis of pemphigus
was confirmed by the results of cytological and histological examinations. The authors describe problems with diagnostics and

treatment of the diseases.
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IlysbIpyaTka JUCTOBUAHAA (9KC(HOINATUBHASA) BBI-
JeJeHa KaKk CaMOCTOSATENbHBIM BapHUaHT WCTUHHOM
nyseip4aTku P. Cazenave B 1844 r. moj Ha3BaHUEM
pemphigus foliaceus [1, 2].

JlncToBuHAA my3bIpyaTKa BCTpPeYaeTcs ropas-
10 peike, 4eM ByabrapHasa. 113 217 GoJIbHBIX UCTUH-
HOM my3bIpuaTKol, HabmogaeMbIx H. [1. I1TeKIaKkoBbIM,
ByJIbrapHasd IIy3bIpyaTKa ObljIa KOHCTATHpOBaHa y 162
GOIBHBIX, a TUCTOBUAHAA — ToabKO y 40. H. A. Topcy-
€B U COABT. AMAarHOCTHUPOBAJIU JHUCTOBUAHYIO IIy3bIp-
gaTKy Juib y 13 (3%) n3 503 601bHBIX aKAHTOJIUTHYE-
CKOMU ITy3bIpyaTKoi. B oTaene nepmartonornun MOHU-
KU u3 109 60JIbHBIX UCTUHHOU IIy3BIPYATKOU JIMCTO-
BUAHAdA Iy3bIpUYaTKa OblIa KOHCTATUPOBaHA JIUIIE y 5
(4.5 %) yenosek [1].

MHorue aBTophI MOJYEPKUBAIOT, YTO JINCTOBUAHAS
my3bIpYaTKa Jallle pa3BUBaeTcA B 60J1ee MOJIOOM BO3-
pacre. ITo njanueM H. [1. IllexknakoBa, y 5 n3 32 Haburo-
JaeMBbIX UM GOJIBHBIX JJUCTOBUAHOMU ITy3bIpUaTKON 3a60-
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JleBaHUE BO3HUKJIO B Bo3pacTe oT 16 no 20 et (cpea-
HUl Bo3pacT 45,3 roga) [1]. CauaucTeie 060JI09KU pTa
nopakarTcA KpaliHe pefko. [TopakeHne KOKHBIX I10-
KPOBOB COIIPOBOXKA€TCA MOBBIIIEHUEM TeMIEPATYPhI
TeJia, IIPOrPeCCUPYIOIel acTeHU3alluel, BO3MOKHA I'e-
Hepajausalusa BBICBIIIAHUY C JIETAJIBHBIM HCXoA0M [3],
IIPYU 3TOM MOIYT HaOII0aTbCA PEMUCCUM, IIOPOI MHO-
rosieTHHe. Kpome TOro, M3BECTHEI CJIydau CIIOHTaAHHOTO
usiieyeHus 3abosieBasud [1].

JMarHOCTHKA IMCTOBUAHOM ITy3bIpYATKU IPEACTaB-
JIIET HEKOTOPBIE CJIOMKHOCTH, YTO CBA3AHO C PSAJOM IIPU-
4uH. Bo-iepBBIX, 2T0 3abo1eBaHKe BCTpeyaeTcs JoCTa-
TOYHO peAKo [4—6]. Bo-BTOPBIX, KIMHUYECKHUE IPU3HA-
KU MOTYT HAaIIOMUHATB ApyTrue 3abo1eBaHusA, TAKUE KaK
ByJIbIapHad WX 3pUTEeMATO3HasA Iy3bIpyaTKa, 3K3eMa,
6ynne3Has ¢opma 6ose3HU [Japbe, CyOKOpHeaIbHBIN
nyctysie3 CHeagoHa—YMIKWHCOHA, JAEePMaTOMHUKO3,
OITOACHIBAIOIIINM JIMIIal, MHOTo(OpMHas 9KCCY1aTUB-
HadA spuUTeMa, OyJIIe3Hoe UMIIETUTO, a TaKkKe IIcopras
[4, 5, 7]. HecMoTpsA Ha TO YTO 3TOT A€PMATO3 OTHOCUTCSH
K IpyIIIe My3bIPHBIX J€PMATO30B, IOSABIECHUE IIy3bIpen
JacTo ocTaeTcA He3aMeTHBIM KakK J1d 60JIbHOTO, TaK 1
JUId Bpada. B-TpeThUx, He BO BCeX JIeUeOHBIX yUpesk/e-



HUAX o0caegoBaHue G0JIbHBIX C IIy3bIPHBIMU AEPMAaTO-
3aMU IIPOBOAUTCA B IIOJIHOM 06b€EME U B COOTBETCTBUU
C aJIrOPUTMOM, HEOOXOAUMBIM [JIS1 yCTAHOBJIEHUA A~
THO3a. YUHUTHIBASA 9TH OGCTOATENHCTBA, IPUBOAMM COG-
CTBEHHOE KJIMHAYECKOe HAOJII0IcHUE.

BosbHOU M., 47 n€T, IOCTyNIMJI B OTAEJIEHUE KJIM-
Hu4deckol gepmatoaorun OI'y «THIJ] PocmenrexHo-
JIOTUID € Ka06aMy Ha BBICHIIIAHUA 110 BCEMY KOKHOMY
IIOKPOBY, OGIIIYIO CJIAG0CTh, 03HOO, IIOBBIIIIEHHYIO yTOM-
JIIEMOCTb.

Cuurai cebs 60apHBIM ¢ 1993 1. (B TeueHue 15 jeT),
Hadayio 3a6ojieBaHUA HU C 4EM He cBA3bIBaJI. Ilep-
BbI€ BBICBIIIAHUA JIOKAIU30BAJINCh Ha KOMe pasruba-
TeJIbHBIX IOBEPXHOCTEMN JIOKTEBBIX U KOJIEHHBIX CyCTa-
BOB B BU/I€ BBICBIIIAHUN PO30BOr0O IIBETA C IIEIyIIEHU-
€M Ha IIOBEPXHOCTU. B K0KHO-BEHEPOJIOTMIECKOM JHC-
naHcepe (KB/I) o MecTy sKUTeJIbCTBA OBLI OCTABJIEH
JUarHo3 ricopuasa. B TedyeHune 2 jgeT manueHT caMo-
CTOATEJIbHO IIPUMEHSAI Ma3b JIePMOBENUT C BPEMEHHBIM
IOJIOKUTEIBHBIM 3(P(PEKTOM B BU/I€ YMEHbBIIIEHUA UH-
TEHCHUBHOCTHU OKPACKHU BBICBINIAHUN U MHOUILTpAIIUN
B o4arax nopa;xeHus. OTMedasnach CE30HHOCTb Tede-
HUA 3a00JIEBaHUS C YIy4IlIEeHUEM B JIETHUE MECSIIBI I10-
cJie Ipe6GbIBAaHUA Ha MOPE U YXY/JIIEHUEM B XOJIOJHOE
Bpemd roja. B 1995 r. anajioru4yHele o4aru NOpaKeHus
CTaUIM NIOABIATHCA Ha KOXKE MKUBOTA, BOJIOCUCTOMN YacTHU
roioBsl U roigeHed. B mepuog ¢ 2001 mo 2003 r. 60J1b-
HOI €3KeroJHO IToIyJai Kypc Y @-Tepanuu, B TOM 4UClIe
obmeil poroxumuorepanuu ([IYBA-Tepanuu) ¢ aMMu-
¢dypuHOM. IPDEKT IpoLeayp Bceraa 611 MOJI0MKUTEIb-
HBIM, BBICBIIIAHUA ITIOJTHOCTBIO PErPECCUPOBAIIH.

BecHoii 2008 r. NOABUINCH BBICHIIIAHNUA Ha KOKeE
JIMNA, TYJIOBMINA, BEPXHUX M HMKHUX KOHEYHOCTEMH,
B CBfA3U C YEM ITallMEHT HAaXOAWJICA Ha CTAllMOHAPHOM
gedeHuu B KB/l o MecTy KUTeIbCTBA C JUAarHo30M
ncopuaas. I[IpoBeJieHO jledeHre ¢ IPUMEHEHHUEM KeHa-
Jiora, IeKcaMeTa30Ha, IIPeHU30JI0HA, IIPOLEeAyp IIa3-
madepesa u YP-obiydyeHus, Ha (poHE KOTOPOro BbI-
CBIIIAHUA PErpecCcUpoBasIU, OJHAKO BHOBb IOSABUJINUCH
CIIyCTSl 2 HeJ. IIocJIe OKOHYaHUA Tepanuu. B Hoabpe
2008 r. Ha (oHE CYLIECTBYIOLIEH ChIIIY BO3HUKINA MHO-
JKECTBEHHBIE ITyCTYJIbI, COIPOBOMKAABIINECH yXyALIe-
HUEM OOIIEro COCTOAHUSA (c1a60CThb, MOBBIIIIEHHUE TEM-
nepatypsl Tena go 39 °C, HegoMoraHue, NOBBIIIIEHHASA
yToMJIZEMOCTB). [larueHT BHOBb ObLII TOCIIUTAIU3UPO-
BaH B KB/l 10 MeCTy KUTEJIbCTBA C AUATrHO30M IICOPU-
a3, r7e 6bLIO IPOBEAEHO JIEYeHUE C IPMMEHEHNEM JeK-
caMeTa3oHa U IlepTpUaKcoHa (Zo3bl IpenapaToB He U3-
BECTHBI) C TIOJIHBIM PETrpeccoM Bcex BhICchITaHui. C fe-
kabpa 2008 r. mo aaBapb 2009 r. mayeHT IPUHUMA
IIUKJIOCIIOPUH, HavajlbHad J03a KOTOPOI'o COCTaBHjA
5 mr Ha 1 kr maccsl Tena (350 Mr/cyT.), ¢ HOCTENIEHHBIM
CHIKEHUEM J103blI Ipenapara 0 3,5 Mr Ha 1 Kr Maccel
Tesa (250 mr/cyt.). Ha ¢oHe nmpuema IMKIOCIHOPHHA
oTMevaaach CTabUIn3anya NaToJIOIMYECKOro KOKHOTO
mpoliecca, OJHAKO BbIPAKEHHOTO IIOJI0KUTEIBHOTO (-
derTa He HabmMIOAAIOCh. B CBA3U C TAMKENIBIM TOPIUI-
HBIM Te4deHUeM 3a00eBaHusA U OTCYyTCTBUEM 3dPeKTa

HABJIIOJAEHUE M3 TMPAKTHUEKN

OT IIPOBOAMMOM Tepanuy NarueHT ObUI F'OCIIUTAIN3U-
poBaH B OTAe/eHNe KIMHUYECKON aepMmaTosorun OI'y
«THI/ PocMeaTexXHOIOTHI» C HAIPAaBUTEIbHBIM JI1a-
THO30M pacIIpoCTpaHEeHHbIN IIcCopras.

IIpy HOCTYIUIEHUU COCTOSIHUE GOJIBHOI'O CpefHel
TskecTd. Temnepartypa tena 37,5 °C. AprepuajisHoe
pasieHue 150/90 MM pT. ct. Co CTOPOHBI JABbIXaTENb-
HOU, CEepeYHO-COCYAUCTON U NMUIIeBapUTEIbHON CH-
CTeM KJIUHUYECKN 3HAYMMOU IIaTOJIOTUM He BBIABJIE-
Ho. KOoKHBIA ITaTOJOTMYECKUN IIpOIeCC HOCUJI pac-
OpoCcTpaHEHHBIN XapaKTep, 6bUI GJIM3KUM K 9PUTPO-
nepmun. Ha Koske jamna, BOJIOCUCTOM 4YacTU TOJIOBHI,
IIey, TYJOBHIA, BEPXHUX M HUKHHUX KOHEYHOCTEU
Ha 3pUTEMATO3HO-OTE€YHOM (OHE OTMEYaluCh HH-
GuILTpHUPOBaHHBIE OJIANIKY C yMEPEHHBIM HIeTyIIeHU-
eM (puc. 1), a TakKe MHOMKECTBEHHbIE TOUYEYHbIE DKC-
KOpHAaIUX Ha KOKE BEPXHUX U HIKHUX KOHEUYHOCTEH,
YaCTUYHO IIOKPBIThIE TEMOPPAarundYeCKUMI KOPOYKaMHU.
CimsucThie 060JIOUYKH ITOJIOCTH PTa U IPyTUe BUANMBIE
CIM3UCTBIE ObUTU CBOOOAHEI OT BhICHIIaHUM. Ha koxe
JIEBOM MIEKU U JIEBOI'0 KOJIEHHOI'O CyCcTaBa UMEJIUCh €/1H-
HUYHBIE KPYIHBIE IIy3BbIpH 10 1 CM B imaMeTpe C Aps-
6JIOM ITOKPBIIIKOM U COAEPKUMBIM KeJITOBATO-6€JI0r0o
nBeta. Ha koxxe 3a/iHell MOBEPXHOCTH 06EUX rojieHeU
HaGIIOJUINCh YYaCTKU OTCJIONKY SIIUJepMIca, a Tak-
3Ke Iy3BIpU ¢ ApA6JIoM MOKpHIIIKoH. Ha koike Bosocu-
CTOM YaCTHU roJIOBbI 0TMEYaJI0Ch YMEPEHHOE MEJIKOILIA-
CTHUHYAaTOe LIenylieHue. ITareHTy 6bUT IIOCTaBIIEH IU-
ar”Ho3 pacIpoCTPaHEHHOIO IIcOopHa3a, OCJIO¥HEHHOI0
BTOPUYHOU MH(QEKIMeH, 1 Ha3HAYEHO JIeUeHUe aHTU-
OUOTHUKAMMU.

Ha MoMeHT nocTynieHUs NarueHT IIPO/I0JIKaI IIPHU-
HUMAaTh IUKJIOCHOPUH B Ao3e 250 mr/cyT. B cBA3uU c oT-
cyTcTBHEM 3 ¢eKTa OT Tepanuy MUKJIOCHOPUH OBLT OT-
MeHEH M Ha3Ha4yeH HeOTUra3oH B f103e 30 Mr/cyT.

Yepes 3 aHA mociie Ha3Ha4Ye€HUs HEOTUIa3o-
Ha Ha KOKe€ JuIla, TYJIOBHUIIAa M KOHeYHocTel Ha
3PUTEMATO3HO-0T€YHOM (POHE IOABUJINCH MHOMKE-
CTBEHHBIE MOKHYIIIME€ 3PO3UM APKO-PO30BOI'0 IIBETA,
CONIpOBOXKAABIINECH 60JIBbIO, HA OCHOBAHUM YEro He-
oTUra3oH 6bUT oTMeHeH. HecMoTpsa Ha OTMEHY HEOTU-
rasoHa M IIpoBeJieHHEe Hapy:KHON Tepanuu (KpeM Jj0-
koM, pacTBop KypuosuH, asposonb ITaHTeHOI), 3po-
3UM 3MIUTEIU3UPOBAIINCH KpaliHe MeIJIEHHO, ITPYU 3TOM
Ha6/II0a710Ch IOABJIEHNE CBEXKUX 3J1eMeHTOB. KinHu-
4JecKasd KapTHHA U OoTCyTcTBUE 3¢ deKTa OT Tepaluu
T03BOJIWIU IIPEANOI0KNUTEH JUArHO3 JUCTOBUIHOM IIy-
3bIpYATKN, HA OCHOBAHUU Yero ObLI IPOBEJEH CTaH-
JapTHBIA anropuTM obcienoBaHUA OOJIBHBIX ITy3bIp-
HBIMHU JIepMaTO3aMU, BKJIIOYUBIIINMI HCCIeJ0OBaHNE Ha
AKaHTOJIUTHUYECKHE KJIETKU CO JHA 2po3uil (MasKu-
OTIIEYATKH), & TaK¥kKe THCTOJOTMYECKOE UCCIeJOBAHIE
6UONTATOB KOXKHU M3 o4yara IopaskeHud (CTaHZapTHOe
MopdOIOrnYecKoe UCCIeJoBaHNe) U 3J0POBOM KOKU
(peakysa UMMYHOMJITFOOPECIIEHITNH).

B Maskax-oTIleyaTKaxX CO JJHA CBEKUX 9PO3UM ObI-
JI1 06GHAPYKEHBI aKAaHTOJIUTHYECKHUe KiaeTKU. [1pu npo-
BEJICHUH PEAKIINU UMMYHOQJIIIOOPECIIEHITNN BbIIBIEHA
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Puc. 1. Kannuueckue nposiBAeHusi 3a00AeBaHMSt Y NauMeHTa M. A0 Ha3HA4YeHUs] CUCTEMHOW KOPTUKOCTepOuAHOW Tepanun (10-# AeHb
rocnUTaAM3aumMM): a — BbIChINaHUsi B OOAACTM FPYAM M XKMBOTA; 6 — Ouarn MOpPaXKeHWsl Ha KOXE CMUHbI; B — 3AEMEHTbl C ApsSIOAOiA
NOKPLIWKOW, NOACbIXaloumne ¢ obpa3oBaHMeM KOPOK

durcanua UMMyHOII06yIrHa K1acca G (++) B MEKKIIe-
TOYHOM CyOCTAHIIMY BCEX OT/IEJIOB SMUAEPMICA, a TaK-
ke C3 KOMIIOHEHTa KOMIIJIEMEHTa B MEKKIEeTOYHOU
cyOGCTaHIIMY HIUIIOBATOrO CJIOSA. ITpY TMCTOIOTMYeCKOM
HUCCIIeJOBAHUY BBHISIBJIEHO HEPABHOMEPHOE aKaHTOTU-
YecKoe yTOJIIeHNEe SIIUIEpMICa, a TaKKe IIOBEPXHOCT-
Hasd 3po3Usd, PACIIOJIOKeHHAas IPAKTUIECKU Ha BCeH I10-
BEPXHOCTH 3MHUAEPMICA, TOKpbITasd GUOPUHOBOM KOP-
KOU, IPONUTAHHOM JIEUKOIIUTAPHBIM JAETPUTOM. B 06-
JIaCTH Kpasi 3pO3WUH HEIIOCPEICTBEHHO 1101 3¢ PHUCTHIM
cJI0eM 3IIHAepMIIca UMelachk Heboblasd Ieib, B IIPO-
CBeTe KOTOPOM ObLIN 0GHAPYKEHBI aKAHTOJINTHIECKIE
KJIETKU. B KpaeBBIX yyacTkax GUoITaTa CIOU SIIHUAEP-
muca 6b1tu guddepeHpoBaHbl, OTMeYasICa CIa0bIi
KepaTo3 C y4acTKaMU I1apakepaTro3a. MeXK/IeTOUHbIe
MIPOMEKYTKU B IIIMIIOBATOM CjIoe ObUINM pacCIINpEeHEl;
BOKPYT COCY/I0B IIOBEPXHOCTHOTI'O CILIETEHUS OIIpefes-
Jlach yMepeHHasdA rucTuoauMorurapsHas HHQIbTpa-
1. CorjaacHo 3aK/II0UYEHUIO ITIaTOTUCTOJI0ra BbIABIEH-

HbIe U3MEHEHMs MOTJIN HAOI0aThCA IIPY JIICTOBU/I-
HOH ITy3bIpYaTKe.

TakuM o6pa3oM, GbLI IIOATBEPKAEH JUATHO3 JIUCTO-
BUJHOM My3bIpYaTKU. 3a BpeMs roCIIUTaIN3aluy a-
LUEHT IOIy4ui JedeHue: JuipocnaH (1 Mia BHyTpH-
MblmiegHo Ne 2 ¢ mHTepBaJoM 3 HeJ.), METOTPeKcaT
(20 Mr BHyTpHuMBIIIeYHO NP 6 eKeHeAeIbHO), IPeIHU -
30J10H (60 Mr/cyT.), a TaKKe COILyTCTBYIOIIAA Tepamnnusa
C UCIoab30BaHUEM (JIyKOHa3o0JjIa, IpernapaToB Kalb-
1A U KaJud, oMenpasofa, perabonunaa 1 MJI BHyTpH-
MBIIIIEYHO OJHOKPATHO; HAPY#KHO — Ma3b J[epMOBEUT,
aspo30ib [1oIBKOPTOIOH, pacTBOP (PYKOPLMHA AJId TY-
IITAPOBAHUA 3PO3UH.

B pesynbTaTe ne4eHUsA ObLI JOCTUTHYT BBIPAMKEH-
HBIN MOJIOMKUTEIbHBIN KIMHUYEeCKUU 3(pPeKT B BUjE
perpecca Bcex BeIchIIaHUM (puc. 2). [TanmeHT 6bLT BBI-
HcaH ¢ PEKOMEHIAUUAMU IIPOJOIKUTD IIPUEM IIpeSI-
HH30JI0HA Iof, HaGII0eHeM JepMaToyora 1o MecTy
KUTEJIbCTBA.



HABDJIIONEHUWE M3 TTPAKTHUKEN

[IpuBeneHHBIN KIMHUYECKUN ciIydyal npejcTaBIs-
€T MHTEepeC BBUAY PEJKOTO COUYETAHUA ABYX AEPMATO-
30B: IICOpUAa3a U JIMCTOBUAHOM My3bIpuyaTky. ONucaH-
Hoe HAOJI0IeHNe YKa3bIBAeT HA HEOGXOAUMOCTh IIPO-
BeZileHus nuddepeHINaTbHOI0 JUArH03a C UCIOIb30-
BaHUEM T'MICTOJIOTHYECKOr'0 UCCAEAOBAHUA U PEaKI[UHU
UMMYHOQDIIIOOPECIIEHIINY KOKH JJIs1 yCTAHOBICHUS IU-
arHoO3a U MOCJIeAYIOIero BhIbopa aileKBATHOM TAKTHUKHU
TepamnuH.
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Puc. 2. Yepe3 3 HeaeAM npuema CUCTEMHbIX KOPTUKOCTEPOMUAHbIX



