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K/IVHUYECKON NMpaKTUKe BeJleHue Mallu-
€HTOB C OOIIMPHBIM 9PO3SUBHBIM KOXKHBIM
IPOI[eCCOM, 0COOEHHO B CTydYae ero CTpeMu-
TeJIbHOTO PAa3BUTHSA, IPENCTABIACT CIIOXK-

Hy1w 3afauy. Kax mpasuso, Takoit mporecc HOCHUT
YKM3HEYTPOXKAIOLINII XapaKTep, YTO 00YC/IOBINBaeT

CoyeTaHuie By/ibrapHOW My3blpYaTKy U TOKCUYECKOrO
3NMAEPMaNbHOro HeKposM3a NpeacTaBadeT cobom
KpaiiHe pefiKyto 1 KIIMHUYECKM CIIOXKHYI0 KOMOpOuA-
HyI0 MaTOJIOTUI0, XapaKTepu3yoLLlylocA pasHOHamnpaB-
NEHHbIMV IMMYHHbBIMI MEXaHV3MaMu MOBPEXAeHNA
KOXMW. B cTaTbe Ha KNIMHNYECKOM NprMepe NoKasaHbl
TpyaHoCTU anddepeHLmanbHOM SUarHOCTUKN U Te-
paneBTHNYECKOro Bbl6OPa, 06YCI0BIEHHbIE HEO6XO-
AVIMOCTbIO OJHOBPEMEHHOTO BO3/e/CTBIA Ha FymMO-
panbHbI U KNETOYHbI 3BeHbA UMMYHUTETa.

OnucaHo KNnHWYeckoe HabnofeHVe nauveHTa 33 et
¢ BbIcTpONpOrpeccrpyioLwmm GynnesHo-3p03MBHbIM
nopakeHrem Koxu. lMpyn nposefeH UMMYHOMOP-
donornyeckoro nccnefoBaHNA BbIABIEHO OT/O-
xeHue IgG n C3-KOMNOHEeHTa KOMM/IEMeHTa B 30He
MEeXKNEeTOUYHbIX KOHTaKTOB 3MUAEPMUCa, MOATBEPX-
AeH AnarHo3 BynbrapHoi nysbipyatki. VIngekc nno-
Waam nopakeHna npuv ny3sbipyatke (PDAI) Ha nuke
KNVHUYECKMX NPOABMIEHNI coCTaBml 78 6annos.
HenocpepcteeHHo nepep rocnnTanvisalyuen nayneHT
rnonyyasn Kypc aHTMbrnoTrKoB. Hapagy ¢ obHapy»xeHu-
em oTnoxeHna IgG n C3-KoMMNoHeHTa KoMMnieMeHTa
MeTOAOM NPAMOV UMMYHOGyopecLieHL M BbiABe-
HO NPaKTUYECKMN TOTaNlbHOE BHYTPV3NUAEPMasibHOE
OTC/I0eHVe anuaepmmca npv natToMopponornyeckom
NCCNeA0BaHNM, YTO B COYETaHUM C Pa3BUTUEM KITMHU-
YeCKoW KapTUHbI, XapaKTePHOW 1A TOKCUYECKOro
3NyAepManbHOro HEKPOMK3a, NO3BONINIO 3amnofo-
3pUTb Hannuve ABYX ANarHo3oB. B TeueHune 9 Hepenb
NPOBOAMIOCH JIeYeHVIe BbICOKUMY J03aMU CUCTEMHBbIX
TMIOKOKOPTUKOCTEPOWAOB B COYETaHWM C Miasmade-
pe3owm, B pe3ysnbTaTe Kypca Tepanmim cocTosHe yaa-
nocb cTabunusnposatb. Ha 9-i1 Hegene oT MOMeHTa
rocnmTanm3aLlnm oTMeYeHO pe3Kkoe yXyfLleHune Co-
CTOAHUA NaymeHTa. Ha 10- Hepene rocnutanu3aumm
K JIeYeHMI0 BbICOKMMY J03aMU CUCTEMHDIX FI0KOKOP-
TUKOCTEPOVAOB JOOAB/IEH PUTYKCMMAB, YT NpuiBe-
N0 K MOJSIOXKUTESIbHOMY KJIMHNYECKOMY 3 PEeKTY yxe

[P'+Bbonbwakosa EA." -

Ha 13- Hepene. Yepes 24 Hefenv OT Havyana neveHna
LOCTUTHYT 3HAUUTENbHbIN KIMHUYECKINIA pe3ynbTaT:
NoJsiHasA SNUTeNK3aLua 3Po3ni N CTONKaA peMmuccms
KOXHOro npovecca.

BbibpaHHas TepaneBTMYecKas TakTKa NpriBesia K oa-
HOBPEMeHHOMY MCTOLLEHWIO Myna B-numoumnTos, oT-
BETCTBEHHDIX 32 MPOAYKLIMIO NMAaTOTeHHbIX ay TOAHTUTEN
npu Ny3bipyaTke, U 3HAYVMON CYNPECCMU CUCTEMbI
KNETOYHOT0 MIMMYHUTETA, KIOYEBO NPV TOKCUYECKOM
3NyAepPManbHOM HeKponv3se. Y NaLMeHToB ¢ ny3bip-
YaTKOM, 0OCOBEHHO C aTUMNMYHbIM, BbICTPONPOrpeccu-
PYIOLMM TeUEeHVEM 1 Ha pOHe Npriema NIeKapCTBEHHbIX
CPeACTB, ClIeAyeT UCKIoUaTb Pa3BUTME TOKCUYECKOTO
3NyAepManbHOro Hekponvsa. Metoabl UMMyHO (Y-
OpeCLEeHTHOrO NCCIef0BaHNA UTPAIOT peLlatoLLyto
POJb B AUArHOCTUKE TaKMX COYETAHHBIX COCTOAHUIA.
Kom6rHMpoBaHHyto Tepaniiio pUTYKCMabom 1 rto-
KOKOPTMKOCTEPOVAAMM MOXKHO pacCMaTpUBaTh Kak
CTpaTerio BO3AeNCTBUA Ha MaTOreHeTUYECKIIEe 3BeHbA
0b6oux 3abonesaHuin. [laHHoe HabnoAeHEe NofYePKI-
BaeT He0OX0AVMOCTb TILATENIbHOTO AVArHOCTUYECKOTO
aHanm3a 1 pa3paboTKM YETKNX aNnrOPUTMOB BEAEHNA
Nof06HBIX CIIOXKHbIX CllyYaeB.

KnioueBble cnioBa: By/nibrapHas ny3blpyatka, pUTyK-
C1Mab, TOKCMYECKIN SNMAEPMaTbHbIN HEKPOU3, FeH-
HO-MHXKeHepHasA buonoruyeckas Tepanma

[Ana yntuposanua: Monoukos AB, KynpuaHosa Al
Kap3aHoe OB, Cetgukosa [P, bonbwakosa EA,
KopHtoweHko BO, Monoukos BA. KnnHnueckoe Ha-
6ntofeHne COYETaHHOTO TeYeHUA BYSIbrapHOM My3bip-
UaTKM 1 TOKCUYECKOTO 3MMAEPMaNbHOTO HEKPOIIM3a.
AnbMaHax KNnMHUYeCKom megmumtbl. 2025;53(3):160-167.
doi: 10.18786/2072-0505-2025-53-018.

MocTtynuna 27.10.2025; popabotaHa 31.10.2025; npu-
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HEOOXOIMMOCTb 0CO60 TIIATETHHOTO MOJX0/Ia K Be-
puduKanuy guarHosa u, Kak C/IefiCTBIe, K BEIOOPY
TepaneBTUIeCKOi TaKTUKU. OCHOBHOI JMATHOCTI-
YeCKIII TOVCK IPOBOAUTCS MEXAY By/IbrapHOIL IMy-
3pipuatkoit (BII) u TokcmyeckuMm snmpjepManbHbIM
HekponusoM (TOH).
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BII - noTeHIManpHO OMACHOE IS XM3HU ay-
TOMMMYHHOe 3a60/IeBaHNe, MOpakamollee KOXY
u/vunu cnusuctoie obonouky [1]. 3a6onmeBaeMoCTh
BIT coctapnser 0,1-0,5 ciydas Ha 100 ThIc. B rog, [2].
Cpenuuit Bo3pacT Havana 3aboneBanns — 50-60 et
[3]. Tatorenes BII cBsisaH ¢ BbIpabOTKOI ayTOAHTHU-
Ten Knacca IgG, HanpaB/IeHHbIX IPOTUB Pa3IMYHbIX
afiTe3VIOHHBIX CTPYKTYpP 3MUJEePMICa, B TOM 4uCIIe
mecmornenHoB (Dsg) 1 u 3, 0CHOBHBIX KOMIIOHEHTOB
necmocoM. CaspiBanue IgG-ayToanturen ¢ Dsg mpu-
BOZNT K ITOTepe afre3ny dNuAepMaTbHBIX KePATUHO-
IIUTOB, YTO, B CBOIO O4Y€pPeib, BBI3bIBaeT 0OpasoBaHIe
BHYTPUSINJEPMaIbHbIX ITy3bIPEN 1 5PO3UIA.

TOH - omacHas /1 )KM3HM JIeKapCTBEHHAS peak-
L[V, XapaKTepU3YI0IIasicsi OO PHBIM Pa3pylIeHneM
KepaTMHOLVITOB, IPUBOAAIINM K OTCJIOVKE SINAEP-
MUCa ¥ SMUTENNsI CIU3KUCTHIX 060/1049€eK ¢ 06pa3oBa-
HUeM OOIIMPHBIX 9po3uii [4]. 3a6oneBaeMOCTh B MIpe
cocrasiseT 1-2 u 6osee crnyyaes Ha 1 MyIH B TOf [5, 6].
B ocnoBe narorenesa TOH nexur onocpenosaHHasd
T-xmeTkaMu peaxkiusA IMIEepPYyBCTBUTENbHOCTYU
IV (3amemgnerHoro) Tumna [7].

CoBpeMeHHbIe IO XO7bI K 1e4eHn o BII ocHoBaHbI
Ha IIPMMEeHEHNY BBICOKMX /103 ITIOKOKOPTUKOCTEPOM-
noB (I'KC) B coueTannu ¢ agbloBaHTaMM, TAKMMHU KaK
METOTpeKCaT, a3aTUOPIH, MUKodeHomaTta ModeTun
U IpyTHe, OHAKO Y HEKOTOPbIX IALIM€HTOB MOTYT BO3-
HUKaTb cepbe3Hble II000YHbIe 3P HEeKTHI, PeLNANBbI
3a00/IeBaHNUs WIN OTCYTCTBOBATh OTBET HA JIEYCHNE.
Tepamns TOH cBoguTcs IIaBHBIM 06pa3soM K UCKITIO-
YeHWIO IIpyieMa IIpernapara, BbI3BaBIIEro peakInio,
HazHayeHUIo BbICOKMX 103 I'KC, nocunppomHoro je-
yeHust, aHTubMoTNKOoTepanuu. Hepenko mpumensiercs
ma3madepes.

B MupoBoil nureparype HaMy HalileHO OIMN-
caHMe ofHOro ciyvas coderanusa BII u TOH [8].
BcerpeuaroTcs TakKe eMHUYHBIC ONVICAHNSA C/Tydaes
couetannA TOH c gpyrnMu ayToNMMYHHBIMY, B TOM
yicie OyIIe3HbIMY, fepmarosamu [9, 10].

[TpencraBnsieM KIMHMYeCKOe HAOMIOTEHME TTa-
LIMeHTa C YCTOMNYMBOI K MpoBoauMoit Tepanuu BIT
B couetanuu ¢ TOH.

KnunHuyeckoe HabnwoaeHne

[Manment 33 et 6bUI TOCIUTANU3UPOBAH B JIE€PMATO-
BeHeponornyeckoe orgenenne I'bY3 MO MOHMKU
um. M.®. Bragumupckoro B utone 2024 r. ¢ xamobamu
Ha oOLIMpHBIe 60Ie3HEHHBIE 9PO3MM Ha KOXKe JINIA, TY/IO-
BIIIIA, BEPXHUX U HVDKHUX KOHEUHOCTEM, Hamn4ue 3po3nit
Ha CIM3UCTOI IOIOCTY PTa.

/13 aHaMHe3a M3BECTHO, UTO CUUTAET Ce0s1 OOMbHBIM
¢ ¢espans 2024 r., Korja Mocae MeXaHMIECKOI TPaBMbI
TPY/iV IOSABUINCH €IVIHUYHbIE TOBEPXHOCTHBIE 3PO3UI.
C IMIaTHO30M «CTPEINTOfiepMUA» MOy Yasl IedeHue IO MeCTy

JKUTENbCTBA (AHTUOAKTepyaIbHAsA, HAPY)KHAA Tepamus),
6e3 3HAYUTETBHOrO KIMHITIeCKOro 3 dexTa. KoxHBII mpo-
1[ecC IPOJI0/IXKal IPOrPecCupoBaTh, IOABUINCH IPO3UN
Ha KO>Ke BOJIOCUCTOI yacTu ronoBbl (BUT), cimubl, Ha ciu-
3JICTOI TOTIOCTH PTa.

B mae 2024 1. manueHT CaMOCTOSITENbHO 00PaTUIIC
B YaCTHBIN MEIVIIMHCKNIL LIEHTP, Iie KIVMHINYEeCKN ObIT
YCTaHOBJIEH [IMArHO3 «BYy/IbTapHasA Iy3bIpYaTKa, OCI0XK-
HeHHadA cTpenTofiepmueii». Hasnauen KOpoTKMii Kypc cu-
cremubix I'KC (mpenapar Iunpocnan), ZeceHcuommmsnpy-
foljas, aHTHbaKTepyanbHasl, IPOTUBOrPUOKOBASI TepaIIis,
Ha (OHe 4ero Hab/IIaICA OIOKUTENbHDI 9P PeKT B Buzie
OTCYTCTBUA CBEXUX BBICBIITAHUI, YaCTUYHAA SIUTENN3A-
VA UMEOLMXCA SPO3NIA.

Ilocne saBepiieHnaA Kypca Tepanui, B MoHe 2024 r., manu-
€HT OTMETI/I YXY/LIeHUe COCTOAHMS, OSAB/IeHe OO/MBIIOTo
KO/IMYECTBA CBEXKIX ITy3bIPEli 1 9pO3MIL, TOTaIbHOE IIOparKe-
HIfe CTIM3KCTOIL OTIOCTH PTa, BRIPAXKEHHYIO CTabOCTb.

IIpu mocTymnneHnn COCTOAHME TAXKEN0e, IIATONOrYe-
CKMIA KOXXHBII IIPOLIECC MMEJT PACIIPOCTPAHEHHDII, CUMMe-
TpUYHBIN XapakTep. JIokanusosanca Ha koxxe BUI, nuua,
TY/IOBMIIA, BEPXHMX 1 HIDKHUX KOHeYHoCTell. Boun mpep-
CTaBJIeH 3PO3NAMU PA3TMIHBIX Pa3MepoB, APKO-KPACHOTO
I[BeTa, MECTAMU CIMBAIOIIVIMICS MeXJY CO00It, ¢ yMepeH-
HOII 9KCCyJaLyelt, YaCTUIHO IOKPBITBIMYU ITeMOPPAr4ecKm-
mu kopkamu (puc. 1 A, B). Ha sirogm4HOI CKTajike cIpaBa
(puc. 1B), Ha KOXKe IPAaBOTO JIOKTA — Iy3BIPK C BAJION I10-
KPBIIIKOJ 1 MyTHBIM cofiepsxuMbiM. Cummrom Hukonbcxoro
Pe3KO IOIOKUTeIbHbIIA. Ha c/M31ucToit monocTu pra — MHO-
JKECTBEHHBIE 9p031M € PUOPMHOBBIM HATIO)KEHUEM.

VMHpexc miomaam nopa>keHns Ipy Iy3plpyarke (aHITL.
Pemphigus Disease Area Index, PDAI) Ha MOMEHT rocIu-
TaJIM3aL MU COCTABIIAT 78 6AJI/IOB, YTO COOTBETCTBYET TH-
JKeTIoit cTereHy TedeHus 3abonepanus. [Ipu atom 73 Gain-
J1a TIPUXOAMIOCH Ha aKTMBHBI IATONOIMYECKMIl IIpoLiecc
(41 6amn - Ha mopakeHue koxu, 10 6ammos — BUT, 22 6an-
J1a — CIMBUCTBIX 000/109eK) U 5 6aJI/IOB — Ha OLIEHKY IIOCT-
BOCIA/INTe/NbHBIX U3MeHeHnt. VIHmekc akTuBHOCTY BII
(aurm. Pemphigus Vulgaris Activity Score, PVAS) cocras-
s 11 6aoB.

JlabopamopHvie U UHCIPYMEHMAIbHbLE UCCTIE006AHUAL.
B cpIBOpOTKE KpOBM IallM€HTa BBIAB/IEHO PE3KOe ITOBbIIIe-
HIle YPOBH aHTUTE K leCMOI/IenHaM: aHTH-Dsg-1 — 6oree
200 Ep/mn (Hopma < 20 En/mi), antu-Dsg-3 — 88,53 Ex/mn
(nopma < 20En/mn).

B orpenennn Mopdonornyeckoi guarsoctuky 'BY3
MO MOHMKU um. M.®. BraguMupcKoro npu nccieno-
BaHMMU OMOIITATa BUMMO HEIOBPEX/IEHHOI KOXKI METO-
IOM UMMYHOdIyopeciieHIuN ObIT 0OHAPY>KEHBI YeTKIe
UMMYHOMOP(OIOryecKye IpU3HaKU aKaHTOTUTUYECKOI
mysbipyaTki: Gukcanysa IgG B MeXK/IeTOUHON CKIIenBa-
foleit Cy6CTaHIMY MaIbIIUTHEBA CIIOS SIUEPMICA C Of-
HOBpeMeHHoI1 ¢puKkcanyeil C3-KOMIIOHEHTa KOMIIIeMEHTa
B TOJI e JToKanausanuu (puc. 2).

Monoukos A.B.,, KynpuaHosa A.l, Kapzaros O.B., Cemoukosa I.P, bonsuiakosa E.A., KopHiowerko B.O., Monoykos B.A.
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Puc. 1. CocToAHMe KOXHbIX MOKPOBOB NalMeHTa Npu NOCTYNAEHWM B CTaUMOHAP. Jp03un B 06nacTy rpyam 1 xkmeoTa (A), cnivHbl (B), ny3sipb

C BANOWN NOKPBILWKOW Ha ArognyHoM cknadke cnpasa (B)

--

Puc. 2. ODparmMeHT KIVHUYECKM UHTAKTHOW KOXU, KPUOCTaTHbIE Cpe3bl, METOA MPAMO UMMyHobyopecLeHUm: A — drikcauma IgG

B MEXK/IETOYHOW CKremnsalowen cybctaHumm (MCC) manbnuriesa cnos anvgepmumca. TotanbHbi OTPbIB Snnaepmmrca no 6asanbHomy Cioio
(yBenuueHvie x100); b — 10T e dparmeHT, drkcauma IgG 8 MCC kepaTnHoLUTOB (Oenble CTpernky, ysenvueHre x400, doToyBenmyeHve);

B — pukcaymna C3-komrnoHeHTa komnnemeHTa 8 MCC manbnnrviesa cnos snugepmuca. ToTanbHbIA OTPBIB SMAEPMICa MO 6a3anbHOMY C/Io0

(yBenuyeHwe x200)

Crenudnueckas puxcanus C4d-¢pparmMenra komiure-
MeHTa OTCyTcTBOBama. O6paiano Ha ce6s BHIMAHIE IPaK-
TUYECK) TOTa/JbHOE BHYTPUINNJIepMaIbHOE OTCIOCHME
SMUJIePMICA, YTO He XapaKTePHO /I KJTaCCUYeCKOTo Te-
YeHM A 3a00/1eBaHMA IPY UCCTIeJOBAHIY MHTAKTHOI KOXN.
Ha o630pHOM mpemapaTe, OKpaIleHHOM TeMaTOKCUINHOM
U 903MHOM, TaK)XXe BU3yaln3UpOBaINUCh HEKPOTU3UPO-
BaHHbIe KEPATMHOLUTDI, Pe3KMUIl OTEK [epMbl, TOTa/IbHOE
oTcroeHne anugepmuca (puc. 3).

Jlewenue. C 1-ro [HSA TOCIUTANN3ALNY TALMEHT IIOTTY-
YajI IpeSHM30I0H B fo3e 100 MI B CyTKM, NHPY3UOHHYIO,
aHTHOAKTEPUAIbHYI0, AHTUMUKOTUYIECKYIO, HAPYKHYIO Te-
panuio. B cBA3M ¢ 10CTATOYHO OBICTPBIM ITPOrPeCCUPOBAHM-
€M KO>KHOTO ITpoljecca ¢ 3-T0 IHA FOCIMTAIN3alMI HadaTa
IyIbC-Tepamys MeTUINpefHn30m0HoM (1000 MT B CyTKI).

Tepanmus BBICOKMMM JO3aMM NPEJHNU30/I0OHA He fajia
HOJIOKUTENBHOTO 9 deKTa, TAXKECTb COCTOAHMA 60IBHO-
rO 3HaYMTE/IbHO HapacTaja, BOSHUK/IN O0MmMpHble 06/1a-
CTM OTCJIONKM anupiepMuca, chopMUpPOBaINCh KPYIHbIE
9PpO3MBHBIE TOBEPXHOCTU C BBIPAXKEHHON 3KCCyalueit
(puc. 4). IosBunucs nepudepudeckue oreku. B maboparop-
HBIX aHa/IM3aX OTMEYa/IOCh yBe/lNYeHNe CTeIIeHN aHeMUI,

JIeJIKOLIIITO3a, TUIIONPOTEMHEMIM, TUII0aIbOYHEMII, Map-
KepoB oCTpoil (a3l Bocnanenus (C-peakTUBHbII 6€0K,
CKOPOCTb OCElaHMs SPUTPOLUTOB, IIPOKATbIUTOHNH).
Wupexc PDAI cocrasnsin 132 6anna.

B cBA3M C TAXKECTHIO COCTOSAHNA NALleHTa Ha 3-i1 Heflene
rocuuTannu3anuy B OTHE/IEHNM peéaHMMaluy ¥ MHTEHCUB-
HOJT TepaIyy eMy BBIIIOJTHEH KypC edeHns masMadepesom
(4 mpouenypsI) ¢ HOCTE[YIOWIM BBeeHIeM CBeXe3aMo-
poxenHoit mna3Mbl. Ha ¢poHe nedeHus cocrosanme 60/b-
HOTO Y[a70Ch CTabM/IM3MPOBATh, OTMeYanach TeHACHIUA
K SIIMTe/nm3annum SpOSI/If/'I, OTCyTCTBOBaHO IIOAB/ICHME HOBBIX

Puc. 3. OparmeHT
KIMHWYECKN MHTAKTHO
KOXW. AKaHTONN3,
HEeKpOo3 YacTu
KepaTMHOLMTOB,
TOTanbHOe OTC/IOEHe
anuaepmumca, peskuit
oTeK AepMbl (OKpacka
reMaTOKCUAIMHOM

11 203VIHOM,
yBenunyeHne x200)
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Puc. 4. CocToAHMe KOXKHbIX MOKPOBOB Yepe3 2,5 Hefenv oT MOMeHTa rocnutanmn3aumn. O6LvpHble 061acTi OTCIONKM SNUAEPMIAC,
KPYnHble 9PO3MBHbIE MOBEPXHOCTY C IKCCyAaLMer B 06nacTvi ronoss v wewi (A), cnvbbl (B), rpyamn v xmsota (B)

mysbIpeit, cuMnToM Hukonbckoro octaBascs MomoKuTeb-
HbIM (puc. 5). Tepammst IT'KC npopomkena B gose 100 mr B cyT-
K11 TiepopasbHo. K medeHnio 1o6aBieH METOTpeKCaT B j03€
15 mMr B HefleNn0, OTMEHEH Yepes 1 HefIeNIo B CBA3M C PE3KUM
MOBBIILIEHVIEM aclIapTaTAMIHOTpaHCcdepashl i anaHMHAMMA-
HOTpaHCdepaspl B OMOXMMIYECKIX aHANTNM3aX KPOBUL.

Ha 9-i1 Hefiene 0T MOMeHTa rocnuTanusannn (depes
5 Hefe/Ib MOC/Ie Kypca maasMadepesa) OTMEIEHO Pe3Koe
YXyZLIeHVe COCTOSHMA MallMeHTa, HOABUIUCH HOBbIE ITY-
3BIPY U 9p03uN, CHOPMUPOBAIICH YIACTKU OTCIONKIA S~
IepMIca ¢ BBIpa>KeHHOI akccymanueit (puc. 6). CocrosHme
MalMeHTa pacileHNBanoCch KaK TsDKenoe, B maboparop-
HBIX aHa/IM3aX HapacTan nenkonnTos (mo 16,9 x 10°/m),
C-peaxTuBHbIiT 6€10K (10 43,6 MI/1I), IPOKAIBIUTOHNH
(mo 4,6 ur/mn), runoansbynemus (go 30 r/m), rumonpoTen-
Hemus (mo 48 r/n), aneMus.

BBuAy OTCYTCTBMA MONMOKMUTENTLHON KITMHNIECKON M-
HaMMKM Ha (POHE IPOBOAVIMOII Tepalny, a TAKXKe TAXKEIOro
COCTOSIHMS TTAL[MEHTA 10 PELIeHNI0 BpaueOHOT KOMUCCUN
Ha 10-71 Hefle/le TOCIUTANN3ALUN B YCIOBUAX OTHENEHNA
peaHMMalNy M MHTEHCUBHOII TepaIny MalMeHTy OblIa BbI-
IIO/IHeHa TiepBas MHQY3M mpenapara puTykcumab B gose
1000 mr. IToBTopHas nH}ysus 6b1a IpOBEEHA B TOI XKe
mose crrycTA 14 nHeit, 06e mpoTekaay 6e3 0CIOXKHEHUI.

ITpumepHO Ha 13-t Hefieste rocUTanU3aLuM (3-51 Heperns
OT MOMEHTA IIepBOIT NHPY3UM PUTYKCHUMaba) COCTOAHME
KOYKHBIX IOKPOBOB 60/IBHOTO 3aMETHO YTy 4IINIOCh: OTMeYa-
7I0Ch YMEHbIIIEHNEe SKCCYIAIVM, TeHIEHIUA K SN TeNN3alun
OOLIVMPHBIX 9PO3MUIT KOXKU, SIMUTEIM3ALNA SPO3NIT Ha CITU3M-
CTOJ ITO/IOCTH PTa, GOPMUPOBAHNE TUIIEPITUTMEHTUPOBAH-
HBIX IIOCTBOCIIA/INTETbHBIX IIATEH Pa3INYHbIX pa3MepoB
(puc. 7). CoxpaHsIMCh MacCUBHbIE CEPO3HBIE KOPKM HA KOXKe
BYI, nmuua, Tynosuia, BEpXHUX M HUXKHUX KOHEYHOCTEIA.

Brots fo 16-it Hemenn rocnutanusanyuyu (OKTA6pb
2024 r.) mpopo/Kanach Tepanus NpegHU30I0HOM B Jl03e

Puc. 5. CocTosAHe KOXHbIX MOKPOBOB B 06n1acTu rpyav (A) u cnutbl (B) Ha 8-11 Hepene
rocnuTanusaumm (nocne NpoBeAeHVA Kypca nnasmadepesa)

Puc. 6. CocToAHNe KOXHbIX MOKPOBOB B 06M1aCTH rpyau 1 xusoTa (A), cnunsl (B) Ha 10-11 Hepene
rocnnTanmn3aLmn

Monoukos A.B, KynpusaHosa A.I, Kapsaros O.B, Cemdukosa I.P, bonvwakosa E.A., KopHiowerko B.O., Monoykos BA. 1 63
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100 MT B CyTKM IIepOpabHO. B ¢BA3M C MONIOXUTENbHOI
K/IMHIYECKON JMHAMUKOII, CTabmIn3arueit KOXXHOTO Mpo-
1ecca ObIIO peleHo MoCcTeleHHO cHkath o3y I'KC.

Ha 19-11 Heneste OT Havaia TOCIUTANIN3ALUN TALIUEHT
OB/ IIepeBefieH Ha aMOy/IaTOPHBII TAI (032 IPeHN307I0-
Ha — 60 MT B CYTKI1), IIPJ 9TOM COCTOSIHI® KOXKHBIX IIOKPO-
BOB IIPOJO/IXKAJIO MEJIJIEHHO yIy4LIaThcs (puc. 8).

Hcx00 u pesynomam nocnedyrouieeo Habmwodenus. Yepes
24 HefenM OT HavYaja JeYeHU s JOCTUTHYT 3HAYMTe/IbHbBII
KIVMHUYECKUI Pe3y/NIbTaT: IOTHASA SNUTeNN3AL U 3PO-
311, CTOMKAsA peMICCHA KOXKHOTo mporecca. IIpu ocmoTpe
KO>KHBIX TIOKPOBOB U BU/JMMBIX C/IVM3MCTBIX HOBBIX BBICBI-
TIAaHMIT HeT, Ha KO)Ke IUIIA, TYJIOBUIIA, BEPXHUX U HUKHUX
KOHEYHOCTeVI IOKa/IN3yI0TCS MHOXKeCTBEHHbIE IIATHA BTO-
PUYHOI MUTMEHTAI[MM Ha MeCTe SIUTETU3NPOBABIINXCS

aposnit (puc. 9). Cumnrom H1KO/MbCKOro OTpuUIaTeIbHBII.

Puc. 7. CoCTosHME KOXHbIX MOKPOBOB B 06/1aCTI rpyav 1 xusoTa (A), cnivikbl (B) Ha 13- Hepene Tepamnus npegHN30/10HOM IPOJOTKEHA B l03€ 45 MI B CyT-
rocnuTanisaunm (3-a Hefena nocne nepsoit UHY3nM pUTyKCMmata) KM IIEPOPAJIbHO, C IOC/IEAYIOUINM CHYDKEHVEM.

Puc. 9. CocToAHMe KOXHbIX MOKPOBOB B 061acTu nviua 1 wen (A), rpyamn 1 xmnsota (B), cnviHel (B) npy ocmoTpe Ha ambynaTopHOM 3Tane
(24-a Hepena C MOMEHTa BbIMUCKM 13 CTalMOHapa)
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O6¢cyxpeHne

B Hacrosimelt my6nmKanuy MBI IIPESCTABIIN OIBIT
3¢ deKTUBHOrO TNpUMeHeHMsI PUTYKCMMaba B CO-
yertaHuu ¢ cuctemHpiMu I'KC B KauecTBe Tepamun
CrlaceHusl TIpM >KU3HEyrpokarwlieM coderaHuy BII
u TOH, a Tak>Xe NMpoAeMOHCTPUPOBAIY 3HAYUMOCTD
MeTOfa UIMMYHOQIYOpPECeHIINN B AMATHOCTIKE 3a-
6orneBanus u oueHke 3pPeKTUBHOCTI MPOBOZVMOI
Tepanui. B CBsI3M ¢ 0COOEHHOCTSIMM KIMHIYECKOI
KapTMHBI 3a00/IeBaHs y HAIleTo TaIeHTa (CTpeMu-
Te/IbHAsI TeHepaIM3alyisi Ipoliecca, OOIpHOe Iopa-
JKEHMe CITUBUCTBIX 0607I04eK, CYOTOTaIbHOE TTOpayKe-
HIIe KOXKHBIX IIOKPOBOB, TSDKECTb OOLIIEro COCTOSTHIS)
AMATHOCTIYECKMIT TIOVCK MPOBOAMIC Mexny TOH,
HmapaHeoIUIacTu4eckolt mysoipuarkort (ITHIT) un BIT.

ITockOMbKY IMy3BIPYATKY CIIEAYET pacCMaTpuUBaTh
Kak 3a00/ieBaHIe IOTEHI[MATbHO apaHeoITacTIde-
CKOI1 IIPUPOJBL, 0COOYI0 HACTOPOXKEHHOCTH HEOOXOAVIMO
HpPOABIATH B TeX CIy4asX, KOTa B MAaTOMOIMYECKUI
IIpoLiecC BOB/IEYEHA C/IUBMUCTAsE 060TI0UKA, OTMeYaeT-
¢ MoNMMOP(U3M MOPa’keHM s KOKHBIX OKPOBOB,
YIIOPHOE TeUeHNe ¥ PE3UCTEHTHOCTD K IIPOBOAIMOIL
CTaHAPTHOM TEPAINY, YTO ¥ HAGIIOAAIOCh Y HAIIETO
nanyenTa [11]. Knmuanko-maronorndeckre GpakTopsl, KO-
TOpbIe 3aCTyXKMBalT paccMoTpenns npu ITHII B atom
KOHTEKCTe, 00yC/IOBIEHbI BOB/ICYEH)EM B IT1aTONIOTH-
YeCKIIT IPOLIeCC HAPSIAY C KIACCUIeCKUMI aHTUTeHa-
mu-Muniersamu (Dsg 1, 3) 1enoro psja JOIONTHUTENb-
HBIX 0€/IKOB, B TOM 4MC/Ie KOMIIOHEHTOB 06as3a/IbHOI
meM6OpaHb: ecmortakuoB 1 (250 x[T) n 2 (210 x[T),
aHTHUreHa 6ymaesHoro nemeuronaa 1 (230 xJI), suBo-
mrakuHa (210 x]1), suummakmza (> 700 k1), nepurna-
kuHa (190 k1), mrakounnHa-3, 4T0 SABAAETCS Pe3yib-
TaToM Iporpeccun poHosoit onyxonu [11]. Cregyet
HOZYEPKHYTb, YTO BOB/ICYEHHOCTD B MATOTIOTMIECKUI
IIPOL[eCC HOMOTHUTEIBHBIX O€/IKOB IPUBOANT K M3Me-
HEeHII0 UMMYHOMOP()OIOrNYecKoli KapTUHBL Tak, B Ha-
1eM HabmofeHny passutyst BIT y MOOROI SKeHIVHbI
Ha (oHe paKa LIeJIKM MATKV OTMeYeHa OfHOBPEMEHHasI
¢uxcarys C4d-¢pparmeHTa KOMIIEMEHTA U B 30He 6a-
3a/IbHON MeMOPaHBL, 11 B 00/1aCTH MEXKI/IETOTHOI CKTe-
UBaIoLIell CyOCTaHIMM KePaTMHOLUTOB SMMAepMICca
[12]. Y nmpepcraBneHHOro B JaHHOI CTaThe Mal{MeHTa 110-
Io6HOIT aHOMAaIBHOI puKcanuy He Habmofanoch. Tem
He MeHee B CBA3M ¢ XxapakTepHbiMu fs [THIT knnum-
9eCKMMM IPOABIEHNAMMN OB IPOBEJEH TIATE/TbHBII
OHKOJIOTM4ecKuit ToucK. OHKOIATOIOT MM He BBISIB/ICHO.
3ameruM, 4to B pabore 2017 r. R.M. McLarney u coasT.
HOJYEPKIBAIU CXOXKECTb KIMHIIECKNX IPOsIBICHNUI
ITHII n TOH. Ilo nx muenuto, ITHIT moxeT KnuHMYe-
CKJ UMUTHPOBATDb IposisneHus TOH, a pefkocTs ma-
TOJIOTUU U MAjIO€ KOIMYEeCTBO PaboT, MOCBSIIEHHBIX
IaHHOJT TeMe, IPUBOJAT K HEJIOOLIEHKE TAXKeCTU COCTO-
SHUA manyenTa [13].

Panee mbI mokasanm, 4to Tsxenoe teyeHue BII
MOXKeT KIVHNYECK) He OT/IMYATbCSA OT IPOSABICHNI
TOH u TpebyeT JOMOMHUTENTBHBIX JUATHOCTUYECKNX
MEpOIPUATHIL: Ha OCHOBAHNY OCOOEHHOCTEN UMMYHO-
MOP(}OIOrnYecKoil KapTUHBI HaM YAanoch fuddepen-
1upoBaTh cuHApoM TOH oT ayToMMMyHHOrO IIpoljecca
[14]. B onmcanHOM B HacTos1Iel paboTe KIMMHNIECKOM
HaOJTIOfIeHN M, KaK YKasbIBa/IOCh BBIILIE, HAPSIZY C UMMY-
HOMOP(}OIOrYecKoi KapTUHON ITy3bIpYaTKM 3aduK-
CMPOBaH IIPAKTUYECKY TOTANbHbII OTPBIB SIMUEPMMCA
B cynpabasaibHOIl 06/1aCTH, HalMM4re HEKPOTU3UPO-
BAaHHBIX KepaTMHOIUTOB. Kak n3BeCTHO, MacCUBHOE
HOBPeX/jeHNe U I'16e/Ib KePaTHHOLUTOB — XapaKTep-
HbIi1 npysHaKk TOH, MoCcKoIbKy aKTMBMpPOBaHHbIE LI-
totokcnmueckue T-mumdonnter u NK-kmeTkn atakyor
KepaTUHOLUTHI, BbI3bIBast UX rubens [15, 16].

ITpu mmysbIpuaTKe MMMYHHBIN OTBET 0OYCIOBIIEH
rymMopanbHbIMK (pakTopaMu. B gacTHOCTHM, HoKasaHa
IpsMas aTOTeHHas POJIb ayTOAHTUTET, B 3HAUUTEb-
HOM 9YICTIe CIy4aeB He TpeOyolas aKTHBALUI KOM-
mreMeHTa [17]. Takie aHTUTeNIa CIOCOOHDBI HAIPAMYIO
HOBPEX/JATh HeCMOI/ICVHBI V1 IPYHAJIEKAT K UMMYHO-
rnobynunaM cybknacca G4 [18]. ¥ Hamero maryeHTa
6b11a 06Hapy>KeHa akTuBanus C3-KOMIIOHEHTa KOM-
IJIEMEHTA, YTO CBUJICTENbCTBYET O H0JIee MINPOKOM
perepTyape BOB/IEYeHHBIX B IIATOTIOTMYECKMI IIpoLjecc
CyOK/IacCOB QaHTUTEI I HAIIPS>KEHHOCTY MMMYHHOTO
orBera. IIpy aTOM TyMOpanbHbIl MUMMYHHBIJ OTBET,
B OT/INYIE OT KJIETOYHOTO, 00/1afjaeT HAKOIITEIbHBIM
3¢ pexToM 1 XapaKTepu3yeTcsi MEHbBIINM IIOBPEXXAI0-
MM JEJICTBYEM II0 CPAaBHEHMIO C TOCTIeTHUM. TsKecTh
nospexxgeHuit npu TOH o6ycniosneHa MMeHHO Jieil-
CTBMEM KJIeTOYHOTO 3BeHa IMMYHHOTO OTBeTa — IIM-
TOTOKCUYECKUMU TUMQPOLUTAMY M €CTeCTBEHHBIMU
KIJITIepaMM, OTHAKO HeOOXOMMO MOfYePKHYTh, YTO
rubesnb keparuHonnTos mpu TOH peanmusyercst o mep-
¢dopuH/rpaHsuM-B-saBucumomy myru [15, 16].

Hamnbonee 9acTbIM 9THOMOIMYECKUM areHTOM
pasuTysa TOH BBICTYNIArOT TeKapCTBEHHBIE IIpera-
patbl. Tak, B HallleM CTy4ae HEIOCPeICTBEHHO IIepef
reHepanmsaluell npouecca ManyeHT IMonydan Kype
aHTHOMOTNKOB. Ha 0CHOBaHMM BbILIIeNIePeYNCIEHHOTO
MBI IIPeATIONOXWJIN, YTO HAO/IOf /I COYeTaHHOE IIPO-
sBnenue TOH u BIL. 9to mpepmonoxeHne 06bscHsET
OBICTPBIIT OIOXXNTENBHBIN 9((EeKT OT IPUMEHEeHNUs
pUTYKCMMaba B COYETAHUY C BLICOKMMM IO3aMU CH-
cremHbIX ['KC, 4TO MO3BOMN/IO JOCTUYD UCTOILEHSI
myna B-miM¢oruToB 1 3HaUMMOI CyIIpeccuy B OTHO-
IIEHUY CUCTeMbI KIeTOYHOTO UMMYHUTETA.

3aKknyeHune

Y manueHTOB € Iy3BIPYATKOIA, 0COOEHHO C aTUIINY-
HBIM, OBICTPOIIPOTPECCHPYIOLIM TedeHUeM 1 Ha GoHe
HpI/IeMa IIeKapCTBeHHbIX CpeHCTB, cnenyeT VMCKJIIO4YAaTh
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passutue TOH. Meron wumMyHOGIyOpeCUeHIN
UTpaeT PeIIAI[yI0 pO/lb B AMATHOCTMKE TAKMX CO-
YeTaHHBIX cOCTOsAHMIL. KoMOMHMpoBaHHasA Tepamms
purykcumabom u TKC moxer 6bITb paccMOTpeHa Kak
CTparerus BO3ZIEJICTBUSA HAa IATOTEHETNYECKNE 3BEHbs

JononHutenbHasa nHGopmauusa

Cornacue nauumeHTa

MauveHT BO6POBOSBHO MOANMCaN MHGOPMIPOBAHHOE Coracve Ha ny6an-
KaLio nepcoHanbHoN MeAnLIMHCKO HdopmaLmi B obe3nnyeHHoi dopme
B XKypHasne «AfibMaHax KIMHUYECKON MeANLIYHDI».

®uHaHcMpoBaHMne

PaboTa npoBeaeHa 6e3 npuBneyeHna AONONHUTENbHOrO GUHAHCMPOBAHNA
CO CTOPOHbI TPETLUX NNLY.

KoH$pnuKT nHTepecos

ABTOpbI leKNapupytoT OTCYTCTBIE ABHBIX U MOTEHLMANIbHBIX KOHGINKTOB
VHTEPeCoB, CBA3aHHbIX C NybnMKaLveil HacToALLeN CTaTbU.
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oboux 3abomeBanmit. [IpefcTaBIeHHbIT KIMHIIECKIUI
npumep coderanust BII u TOH mopguepkuBaer Heob6-
XOIMMOCTD TILIATENTbHOTO JMATHOCTMYECKOTO aHa/IM3a
U pa3pabOTKIM YeTKVX A/ITOPUTMOB BefeHIs IOLOOHBIX
C/IOXKHBIX CITy4aes. ©

Yyactne aBTOpPOB

A.B. MonoukoB - Kypauus nauueHTa, peAakTUpoBaHWe CTaTbu;
A.T. KynpuaHoBa — npoBeAeHne NabopaTopHbIX NccnenoBaHnin (npamon
MMMYHOQNYOPEeCLIeHTHBIN aHanus), HanucaHne TekcTa; O.B. KapsaHos,
E.A. BonbluakoBa — BefieHue naumneHTa, HanvcaHve Tekcta; I.P. CetaukoBa — nH-
TepnpeTaLua pe3ynbTaToB TabopaTopHbIX NcciefoBaHmid; B.O. KopHiowweHKo -
cbop 1 aHany3 AaHHbIX IMTEpPaTypbl, HanMcaHue Tekcra; B.A. MonouykoB - pefak-
TMpPOBaHWe CTaTby. Bce aBTOPbI MPOUN 1 0A06PMAM GUHANBHYIO BEPCHIIO CTaTbi
nepen nNy6nvKaLyen, CornacHbl HECTU OTBETCTBEHHOCTb 3a BCe acrneKTbl PaboTbl
1 TapaHTUPYIOT, YTO MU HaANeXaLLMM 06pa3om 6binin PacCMOTPEHDI 1 PeLLEHbI
BOMPOCbI, CBA3aHHbIE C TOUHOCTbIO 1 [JOOPOCOBECTHOCTBIO BCEX YacTell paboTbl.
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Combination of vulgar pemphigus and toxic
epidermal necrolysis: a case report

AV. Molochkov' « A.G. Kupriyanova' - O.V. Karzanov' «
G.R. Setdikova' « E.A. Bolshakova' « V.O. Kornyushenko' «

V.A. MolochkoV'

A combination of vulgar pemphigus and toxic
epidermal necrolysis is an extremely rare and
clinically complex comorbidity characterized by
divergent immune mechanisms of skin damage.
We present a case report of a 33-year old patient
with rapidly progressive bullous and erosive skin
lesions. Immunofluorescence studies showed IgG
and the C3 complement component deposits in
the intercellular epidermal contacts; the diag-
nosis of vulgar pemphigus was confirmed. The
Pemphigus Disease Area Index (PDAI) at the mo-
ment of maximal clinical symptoms was 78. Just
before the hospitalization, the patient had been
treated with antibiotics. Pathomorphological ex-
amination showed virtually total intra-epidermal
detachment of the epidermis, in addition to IgG
and C3 complement component deposits found by
directimmunofluorescence. These findings, com-
bined with clinical manifestations characteristic
of toxic epidermal necrolysis, allowed to suspect
two diseases. For 9 weeks, the patient was treated
with high dose systemic glucocorticosteroids and
plasmapheresis, which led to stabilization of the
disease. At week 9 from the day of hospitalization,
there was a dramatic deterioration in the patient’s
condition. At week 10 of the hospitalization, ritux-
imab was added to high dose systemic glucocor-
ticosteroids resulting in clinical improvement at
week 13. By week 24 after the treatment initiation,
a significant clinical result was achieved, seen as

complete epithelialization of the erosions and sta-
ble remission of the skin disease.

The treatment strategy chosen has led to simul-
taneous exhaustion of B cell pool responsible
for production of pathogenic auto-antibodies in
pemphigus and to significant suppression of cell
immunity, which plays a key role in toxic epidermal
necrolysis. Toxic epidermal necrolysis should be ex-
cluded in patients with pemphigus, especially with
atypical rapidly progressive course and medica-
tion-associated. Immunofluorescence methods play
a decisive role in the diagnosis of these comorbid
disorders. Combination therapy with rituximab and
corticosteroids can be considered as a strategy tar-
geting the pathogenic pathways of both diseases.
This case report highlights the need for a thorough
diagnostic analysis and the development of clear
management algorithms for such complex cases.

Key words: pemphigus vulgaris, rituximab, toxic
epidermal necrolysis, biological targeted therapy
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