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Abstract

In the treatment of patients with vulgar pemphigus, a genetically engineered biological
drug, rituximab, was used, which allowed to increase therapeutic effectiveness while
reducing the side effects of systemic corticosteroid therapy.
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W BBEJEHWE

Ny3blpyaTKka OTHOCUTCA K rpynne peakmx M TAXKEeNbIX ayTOUMMYHHbIX My3bIpHbIX 3a-
6oneBaHuii, 06yCNOBMIEHHbIX BO3ENCTBMEM NATOreHHbIX ayToaHTuTen (Knacc IgG) Ha oc-
HOBHble lecMocoMHble 6enkn (Dsg1 n Dsg3), KoTopble HaxoAATCA B KOXE U CIIU3UCTBIX
ob6onoukax [1-3, 7, 19, 25]. YKa3aHHble aHTUTesa HanpaBeHbl NPOTHB Pa3fiNyHbIX 6eNKoB
[,eCMOCOM, Ha MOBEPXHOCTN KOTOPbIX OHM MPUKPENAAIOTCA, HAPYLLAA MEXKJIETOUHYIO aj-
resuto, 1 CNefCcTBreM 3TOro ABAAETCA akaHTonm3 (06pa3oBaHue ny3bipen).

Heobxognmo oTmMeTuTb, YTO My3blpyaTka W3BeCTHa elle co BpemeH [Mnnokpata u
co3faeT ANna AepMaTosioroB MHOXECTBO NMpob6sieM, CBA3aHHbIX KaK C AMArHOCTMKOM, Tak
1 ¢ neyeHviem. 3aboneBaemMoCTb My3blpyaTKon Konebnetca B npegenax ot 0,05 go 1,5 Ha
100 000 HaceneHwuA B rofl, BO3HMKaeT 3aboneBaHyie B 60NbLUMHCTBE CllyyaeB y nogen Tpy-
pocrnocobHoro Bo3pacta. BHepeHve B Tepanuio ny3blpyaTky CUCTEMHBIX KOPTUKOCTEPO-
MAHBIX NpenapaToB NO3BOINIO CHU3UTb CMEPTHOCTb € 90% A0 10%. TonbKo HeobXoaAnMO
NMOMHUTb, YTO AJINTESIbHOE MCMOJIb30BaHNE CTEPOMAOB NPUBOAMNT K TAXKESNTbIM MOOOYHbIM
asnenusam [4, 9, 12].

B ocHoBe natoreHesa nexxut obpasoBaHMe NMOBpeXAaLmX ayToaHTuTen Knacca lgG K
TaM Ha3blBaeMOMY aHTUreHy My3blpyaTKy, KOTOPbIV pacronaraeTca Ha 4eCMOCOMax 1 Bbl-
MOJIHAET OCHOBHYIO POJib B GOPMMPOBAHNN MEXKKIIETOUHbIX CBA3EN MEXAY KNeTKamu Lin-
nosugHoro cnos. CyllecTByeT Tak Ha3blBaeMbIl fECMOCOMASTIbHbIV KOMMJIEKC, BKITHOUAIOLLNIA
B cebs pasnnyHble 6enky (LecMOorneriHbl, 4ECMOKOINHDI, MIAKOrMOOUHBI 1 Ap.), KOTOPbI
obecneymBaeT MEXKNETOUHYIO agre3uto kepatuHouuTtos [18]. LinTonnasmartnyeckme gecmo-
COMbI COCTOAT UX MNAKornobuHa, nnakodunanHa 1 gecMmornnakmHa. Lutonnasmarmyeckme
LOMeHbl KafiXxeprHa B3aMMOAENCTBYIOT C MIAaKOrMo6UHOM, KOTOPbIN CBA3bIBAET MPOMEXY-
TOUHble KepaTUHOBbIe GUTAMEHTbI C AECMOCOMaMM Yepe3 AeCMOMakuH. B HacToswee Bpe-
M5 BbliefIeHbI FeHbl TPeX 1eCMOTTIENHOB U TpeX AeCMOKOSIIMHOB. lecMornenH-1 o6Hapyxu-
BaeTCA NPenMyLLeCTBEHHO B BEPXHUX OTAeNax anuaepmnca U ABAAETCA aHTUreHoOM-MuLLe-
HblO ANA NUCTOBUAHON Ny3blpyaTku. [lecmornemH-3 pacnonaraerca nNpermMyLeCcTBeHHO Ha
KepaTyHOLUMTaX WMNOBUAHOMO CI0A 3MMAEPMICa 1 SNUTENUS CSIM3UCTbIX 00010UEK, MPUYem
ABNAETCA aHTUIeHOM-MULLEHbIO MPY BYSIbrapHOW ny3blpyaTke. [1pn BynbrapHom 1 Beretu-
pytoLer ny3blpyaTke ayToaHTUTena lgG cBA3bIBAOTCA C AECMOITIEMHOM-3, UTO NPUBOAUT K
pa3BUTUIO Haaba3anbHOrO aKaHTONM3a, a NPW JINCTOBUAHOW U CceBOpPEiHON, CBA3AHHbIX C
LecMornemHoMm-1, akaHTONM3 pa3BrBaETCA Ha YPOBHE 3epHUCTOro cnosa sanugepmumca. Cnep-
CTBMEM aKaHTONM3a ABNAETCA 00pa3oBaHMe NONOCTeN BHYTPY SNMAEPMICA, B KOTOPbIe NPo-
HMKaeT TKaHeBasA »KNAKOCTb. AHTUTena Knacca IgG y naumeHTOB C Ny3bipyaTKOW BbIABAAIOTCA
B yYaCTKaX HEMOPAXEHHOW KOXI METOLOM NPAMON MMYHOdIyopecLIeHL NN, a B CbIBOPOTKE
KPOBW — MeTOOM HenpaMon nmmyHodnyopecueHumn [6, 11, 17, 21].

Ha ceropHAWwHWI fieHb CyulecTBYeT 06LLenpuHATan KNnHnYeckas Knaccudurkauma ny-
3blpUaTKY, KOTOPYIO NCMOMb3YIOT 4EPMATOSION B CBOEN KIIMHNYECKOW NpaKTUKe.
KnnHunyeckas knaccudurkauma nysbipyaTku:
ny3blpyaTKka ByfibrapHas (0ObIKHOBEHHas);
ny3blpyaTka BereTupytowas (tun Homaxa, Tun Annono);
ny3blpyaTka NMcToBMAHan (6pasunbckasn, repneTudpopmHasn, SpuTeMaTosHas);
ny3blpyaTka NnapaHeonnacTuyeckas;
ny3blpyYaTka, Bbl3BaHHaA JIeKapCTBEHHbIMM CPeACTBaMU;

CyOKOpHeasnbHbI nycTynes;
BHYTPM3NMAEPMasbHbI HENTPODUNBbHBIN fEPMATO3.
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Kputepun Mahajan
Mahajan criteria

CreneHb TAXeCTn MopaxeHne Koxun Mopaxxenne COMP

MopaxeHne 10% noBepxHoCTM Tena | [opaxeHune TONbKO CN3UCTON LeK.
Jlerkaa

(nnu Tonbko COMMP) eBaHue 1 rnotaHue He 3aTpyAHEHbI

MopaxeHne 10-25% noBepxHOCTA MoparkeHa cnM3NCTas WeK, AeceH, ry6.
CpepHana M

Tena c nopakeHnem COIMP 3aTpygHeH npuem TBepAon NULLM
Teenas MopaxeHure 25-50% noBepxHOCTA O6wupHble nopaxerusi COMMP. 3aTpyaHeH

Tena c nopakeHnem COIMP npuem nonyTeepaon N

O6wupHoe nopaxeHue COMMP v no-
paxeHwue CM3nCcTbix 060104eK Apyrnx
noKanmsauumn

MopaxeHune 6onee 50% NoBepxHO-

OueHb TAXenan
cTn Tena ¢ nopaxeHunem COMMP

[na onpegeneHva TAXKeCTU NAaTONOMMYeCKOro npouecca npu nysblipyaTke UCMosb3y-
toTca Kputepun Mahajan [17] (cm. Tabnuuy).

BynbrapHas ny3bipyatka (BI) aBnaetcs Hanbonee yacTo BCTpeyvatollenca Gpopmon ny-
3bIPUATKN C MOpaXKeHUem cnmsnctor obonoukmu nonoctu pta (COMP) B 80-90% cnyyaes.
Mpw BIM, Kak NpaBuKno, Ha Koxe NOABAAIOTCA My3blpy C BANOW MNOKPbILWKON, MPO3payHbIM
WSV MYTHBIM COAEPKMMbIM. KOXKHble BbICbINAaHMA COMPOBOXAAITCA 60/I€3HEHHBIMU OLLY-
LEHVAMU 1 B PEAKMX ClyYasx 3y[OM KOXU. B mocneayowem Ha mecTe ny3bipei obpasy-
0TCA OBLIMPHbBIE 303K APKO-KPACHOTO LBETa 6e3 CKIIOHHOCTM K 3NuTenn3auun. Xapak-
TEePHbIM CMMMTOMOM Y NauneHToB ¢ Bl aBnaeTca pacnpocTpaHeHre 3p03mid Ha BHELLHe He
N3MEHEHHYIO KOXY MPW MNOTATMBaHUM OCTAaTKOB MOKPbILWKU My3blpA UAX NPU NOTUPAHNN
neprndepunyeckon YacT akTMBHbIX 04YaroB, a TaKXKe 3PO3UN MOTYT BO3HUKATb Ha BHELLHe
He M3MEeHEHHOWN KOoXe BAaNn OT aKTVBHbIX OYaroB B pe3ynibTaTe MexaHW4YeCcKoro fJasse-
HUA (BapuaHTbl cuMnToMa HrKonbcKoro). Ecnm Ha Koxe umeeTca ny3blpb C COXPaHHOWM
MOKPBILIKOW, TO NPV HalaBNMIBaHMV NasibLIEM Ha ero LeHTPAsbHYIO YacTb 3/1IEMeHT Oyaet
paclwmpATbCa no neprdepun 3a cueT akaHTonmnsa (CUMnTom Ac63-XaHCOHa). Y HEKOTOPbIX
naLVeHTOB BbIABMAETCA CUMMTOM «rPYyLUN», KOTAA COAEPXKUMOE My3blpA OTTATMBAET No-
cnefHWi n obpasyeTcs onpepeneHHas popma snemeHTa. Y naumeHTos ¢ Bl yalye nopa-
xaetca COlP, korga NoABRATCA My3blpy, KOTOPble MOMEHTaNIbHO BCKPbIBAIOTCA 3a cyeT
NOCTOAHHOIO MEXaHNYECKOro BO3AeNCTBUA, 1 GOpMUPYIOTCA APKO-KPaCHble 3po3uu, Mo
nepudepmnm KOTOpPbIX OOHAPYKMBATCA OOPbIBKM MOKPBILIKA U TONCTbIE («CanbHbIEY)
MNEHKM, KOTOPbIE JIErKO CHMMAIOTCA, OOHaXKaA 3PO3UBHYI0 MOBEPXHOCTD. [pun reHepanu-
3auun NpoLecca yCunmnBaeTca 60e3HEHHOCTb 3PO3UiA, KOTOPbIE CIIMBAKOTCA MEXAY CO-
6011, Ha KpacHol KaiMe ry6 3po3uu, Kak NpaBusio, MOKPbIBAOTCA XeNToBaTo-0ypbiMuy Ui
reMopparmyeckumm Kopkamu.

[rarHo3 ycTaHaBNMBaeTCA Ha OCHOBAHUM KIUHUYECKUX MPOABNEHNI N pe3y/bTaToB
nabopaTopHbIX UCCNIefOBaHUA. B kKauecTBe NabopaToOpHbIX METOAOB MPUMEHSIIOT UCCTe-
[IOBaHMe Ha aKaHTONUTMYECKIME KNEeTKM (Ma30K-0TNneyaToK C MOBEPXHOCTM 3PO3uit), MaTo-
Mopdonornyeckune n uUMMyHomopdonornyeckre nccnefoBaHus. Lintonornyeckoe nccne-
poBaHuve (Mpoba TuaHKa, Ma30oK-OTrNeYaToK) UCMOJb3YeTCA B KaUecTBe IKCMpecc-meToa
[J171 BbISIBNIEHMA aKaHTONUTUYECKIX KIIETOK, KOTOPbIE XapaKTepu3yoTcs Hanmurem obmnb-
HOM 303MHOQUNBHON LMTOMMAa3Mbl U OKPYINIOrO LIEHTPaNIbHO PacrnofioKeHHOro aapa.
Matomopdonoruyeckoe mnccnefoBaHMe My3blpyaTKU MO3BOMAET BbIABUTb aKaHTONNW3,
KOTOPbI CONPOBOXAAETCA 0Opa3oBaHMEM BHYTPUINMAEPMabHbIX My3blpel. s Bynb-
rapHOW My3blpYaTKU XapakTepeH MOPPONOrnYecKmnin CUMMITOM «HAArpobusa» — 6asanbHble
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KepaTMHOLMTbI, NPUCYTCTBYIOLLME Ha MOBEPXHOCTM 6a3anbHOM MeMbpaHbl, OfHaKo yTpa-
TUBLUME KOHTaKTbl MexXay coboli. MNpakTnyeckun y Bcex NauMeHToB C akTUBHOMN Gopmoii
BY/IbrapHOW My3blpyaTKX BbIABAAT NONOXKUTENbHYIO peakuuto npu nposegeHun MAO,
KOTOpas ABNAETCA KaueCTBeHHOW peakumnen. Heobxoaumo oTMeTuTb, 4to 3abop buonoru-
yeckoro matepurana ans nposegeHua MAD cnefyeT NpoBOAUTD 113 yUacTKa BHELLHE He 13-
MEHEHHOW KOXI BHE ovara nopa<eHus Bo n3bexaHvie NoXHOMONOXMUTENbHbIX peakuui
[8]. B Ko>Ke NaLmMeHTOB C ByNibrapHoW Ny3blpyaTkon dukcauma aHtuten K IlgG HabnogaeTca
B MEXKJIETOUHbIX NPOMEXYTKaX 3MMAepMasibHOro nNaacTa, peakumm ¢ aHtureHamm K IgA mn
IgM — HeraTMBHble. TakoM TECT MOXKET OCTaBaTbCA NMONOXKMTENbHbIM B TEUEHME HECKONbKIMX
Hefenb 1 MmecAueB Nocne anNuTenn3aLnm NaTonorMyecknx o4aroBs, YTo NO3BONAET NpUMe-
HATb ero B C/lyyYae, Korga y naumeHToB OTCYTCTBYIOT BbICbIMAHWA, HANPUMep, MPY TeYeHnn
naumeHToB NpeaHN3010HOM. Ha poHe neueHuns cteporgaMmu B KOXKe NaLMeHToB pa3BriBa-
eTcA TepaneBTUYeckmini natomopdos, 1 npu nposeaeHnn peakumn NMNO dukcauyus IgG B
MEXKNETOUHbIX MPOMEXYTKax OTCyTCTBYeT. [lnAa npoBefeHNa MMMYHOTMCTOXUMUNYECKOTO
nccnegoBaHUA NPUMEHSAIOT NapadrHOBbIE Cpe3bl, PaCTAHYTbIE Ha NONUIM3UHOBBIX Npea-
METHbIX CTEKNaX, NoNTyYeHHble 13 OMONTaTOB KOXU, GUKCMPOBaHHbIX B dopMmanuHe. AHa-
NOMMYHO UMMYHOGTyopecLeHTHOMY uccnefoBaHuio dukcauma aHtuten IgG n C3 obHapy-
XKMBAETCA B MEXKKNETOUHbIX MPOMeXyTKax anugepmunca [2, 5,7, 8, 21].

WccnepoBaHune CbIBOPOTKM KPOBM METOLOM HemnpAMoW MMMyHobyopecLeHLmmn 3a-
KntoyaeTcs B 06HapyXeHUn ayToaHTuTen knacca lgG npoTrB MoneKyn aaresunn Ha noBepx-
HOCTU KepaTMHOUMTOB. HeobxoAMO MOAYEPKHYTb, UTO B HacTosLiee BPEMA KOMMIEKC
AMarHoCTUYecKux meponpuatuii npu Bl nononHeH Takumm metogamu, Kak NpuKn3HeH-
HasA KOHPOKaNbHanA NasepHasn CKaHMpPYoLLaa MUKPOCKOMNWA, ONTUYECKan KorepeHTHas To-
Morpadus, ynbTpasBykoBoe fiepMaTockaHpoBaHme [5].

K ceponornyecknm Tectam, NnpumeHAeMbIM 418 AMarHOCTUKIN My3blpYaTKU, OTHOCATCA
nmmyHodepmeHTHbIN aHanm3 (VMOA) n uMMyHOONOTTUHT. B oTninumne ot nummyHodyopec-
LleHTHOrO UCCNefoBaHUsA, MPY KOTOPOM WCMONb3YT aHTUTENa, MeveHHble Gnioopoxpo-
Mamu, npu nposegeHnn VOA ncnonb3ytoT aHTUTeNa ¢ GepMeHTHOM METKOW, UTO NO3BONA-
€T yunTbIBaTb pe3ynbTaT peakunmn aHTUreH — aHTUTENO MO NoABeHNo GepmeHTaTUBHOM
aKTUBHOCTU UNK MO M3MeHeHUto ee ypoBHA. DA aBnaeTca uyBCTBUTENbHBIM 1 cneunuduny-
HbIM MeToZOM, MO3BOIALWUM BbIABNAATbL IgG-aHTK-Dsg1 u aHTn-Dsg3-ayToaHTmTena 60-
nee yem y 90% naumneHTOB C UCMONb30BaHNEM peKoMOMHaHTHbIX Dsg1 n Dsg3. MmetoTca
yKa3aHWA O TOM, YTO YPOBEHb ayTOAHTUTEN K AeCMOrNIeuHaM KOPpPenpyeT CO CTeNeHblo
TAXKECTW 3ab60neBaHVA N MOXET NCMNOJIb30BAaTbCA B KauecTBe NPOrHOCTUYECKOro METOA3,
a Takke 1A MOHUTOPUHIa aKTMBHOCTU 3aboneBaHua [25]. MDA npole B ncnonHeHuu,
yem MMMyHObyopecLeHTHbI MeTof, a MHTepPNpeTauma pe3ynbTaToB MeHee CyObeKTB-
Ha, TaK UTO OH MOXET 3aMeHNTb HEMpPAMYI0 UMMYHObNyopecLeHL Mo B KauecTBe npeno-
YTUTENbHOIO NEePBOro AMarHoCTMYeCKOro TecTa Npu ny3blpyatke. MNpenmywectsom NOA
Hal MeToOM HenpAMon MMMyHobyopecLeHLMN ABAETCA BO3MOXHOCTb Anddeper-
LMpoBaTb C UX MOMOLLbIO BYNIbrapHyto 1 IMCTOBUAHYIO My3blpyaTKy 6naropapa pasnuu-
HbIM NPOPUAM ayTOAHTUTEHOB MNP 3TUX ABYX dopMmax My3blipyaTku. IMMyHOBNOTTUHT
npepctaBnsaeT cobon MmeTof, onpefenAowmii NPUCYTCTBUE aHTUTEN B CbIBOPOTKE KPOBM K
cneyundurueckum 6enkam, npeasapuTeNibHO MMOOUAN3NPOBAHHBIM Ha HATPOLIENONO3-
Hol MmembpaHe [12].

JleueHne ny3bipyaTKM OCHOBAHO Ha NPUMEHEHUN CUCTEMHbIX MPenapaToB, KOTOpble
[OJIKHbI Ha3HAUaTbCA KakK MOXHO paHblue AA [OCTMKEHWA TepaneBTyeckoro addekTa,
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a 3aTem cnepgyeT NPOBOAWTb MOAAEPXKMBAIOLYIO Tepanuio. ViHoraa neyeHve 3aHnmaeT
MHOTe rofbl N MOXET NPOAOIKATLCA MOMKU3HEHHO. CUCTEMHbIE KOPTUKOCTEPOUAHbIE
cpepctBa (TKC) ABNATCA OCHOBOW neyeHUA My3blpyaTKy, Tak Kak 06/1afatoT MOLLHbIM
NPOTMBOBOCMNANNTENBHBIM Y UMMYHOCYNPeCCUBHbIM AencTBneM. BBegeHne 3Tmx npena-
patoB B 1950-X I'T. CONPOBOXAAN0OCh CHUMKEHNEM CMEPTHOCTK C 75% fo 20% [24].

[oBOpA O neuyeHWV My3blpyaTKU, HEOOXOAUMO YKasaTb Ha MynbcC-Tepanuio JaHHOro
[epmaTo3a, Tak Kak 3TOT MeTof MPYMEHAETCA CKTIOYMNTENIbHO B CJTy4asaX HEBO3MOXHOCTU
NPUMeHeHNA 06LENPUHATBIX MeTOA0B neveHna NKC, korga KOHTPOnb Hag 3aboneBaHNEM
y NauueHTa, NonyyarLLero npeaHn3onoH 6onee 1 Mr Ha 1 Kr Maccbl Tena B CyTKK, He fo-
cTuraetca. B atnx cnyyaax npumeHaoT MeTUANpefHn300H (1 r B CyTKM BHYTPUBEHHO) 1
LekcameTa3oH (300 Mr B CyTKM BHYTpUBEHHO), 06a npenapaTta B TeYeHUe Tpex nocneso-
BaTeNbHbIX AHeN. [TpenmyLecTBo Nynbc-Tepanny 3aKyaeTca B TOM, UTO OHa No3BonsAeT
6blCcTpee CHM3UTb A03Y NPEfHU30/I0HA, MUHUMM3MPYA NobouHble 3ddekTbl [22]. Hanbo-
nee 3HaYNMbIMU U3 HUX ABNAIOTCA apTepuanbHaA rMNepTeH3ns, CaxapHbli ArabeT, KoXK-
Hble 1 CMCTEMHble MHPEKLMK, A3BEHHaA GonesHb XenyaKa, 0CTeonopos, rnaykoma, Kata-
pakTa u gpyrue. ina ceefeHna K MUHUMYMY NO60UHbIX 3P deKTOB B HacToALLee BpeMs He
peKomeHAyeTCA NpeBbIWaTh CYTOYHYIO 03y NPeAHN30n0Ha 1,5 Mr Ha Kr Maccbl Tena, Tak
Kak npu 6onee BbICOKNX fO3aX MMEETCA PUCK Pa3BUTUA CEMNCMca Kak OCHOBHOW NPUYKHbI
CMepTHOCTM Npu AaHHOM AepmaTo3e [14].

MNMomnmo TKC BO3MOXHO Ha3HauyeHMe afbloBaHTHOW Tepanuu, 4To CnocobcTByeT
YMeHbLUEeHN0 [03bl MO0 NPeosoNeHnto Pe3NCTEHTHOCT K CTepOMIHbIM NnpenapaTtam
[9, 20].

MNpenapaTom nepBon NUHWUK ABAAETCA PUTYKCMMAb (MabTepa) — XMMepHOe MOHOKO-
HanbHoe aHTUTeno npotme CD20, KOTOpoe MUCToWAeT Kak HOpMasbHble, Tak U MaTorex-
Hble B-numdounTbl 1 ncnonb3yetca B TAXeNnbIX U pedpaKTepHbIX Cyyaax ny3blpyaTku
[4, 13, 23]. MNocne BBegeHNA putykcumaba HabnogaeTca ObICTPoe 1 YCTONYMBOE UCTO-
LWeHne UMPKYIMPYIOLWNX U TKaHeBbIX B-numdoLmnToB, KOTOpoe coxpaHAeTcAa B TeueHue
6-12 mecAues. [MpoBefeHHble UCCNefoBaHMA MOKa3ann, YTo PUTYKCMMab npusoauT K
MOMHOW 1 CTOMKOW pemmccum y 60nbLIMHCTBA NauneHToB ¢ Bl B TeueHne 3-4 mecAueB
[15, 26]. PuTykcMmab MoXKeT Ha3HauyaTbCA MauueHTam, NPYHMMAoWUM NPeaHN30I0H 1
UMMYHOCYNpecCMBHble NpenapaTbl; CHYXeHWe A03bl 1 NPUOCTAHOBKA Npuema nocneq-
HUX JOMXHbI ObITb YCKOPEHbI 13-3a NMOBbILIEHHOr0 pUcKa NpucoeHeHmns nHbekymn [10].
EBponelickoe 06ulecTBo fiepMaToBeHeposnioros B 2020 r. BKOUMN0 PUTYKCUMAO B KITMHK-
yeckme pekomeHgauuy No BeAeHMI0 NaLneHTOB C ByibrapHOM Ny3blpyaTKoM B KayecTBe
Tepanuu nepson NuHWUK [16]. BnmaHme 3TUx pekomeHAaumin Ha pe3ynbraTbl KOMOUHKPO-
BAHHOrO JleYeHNA NaLMeHTOB C BYfbrapHOW Ny3blpyaTKoW C MPUMEHEHNEM CUCTEMHbIX
I'KC n putykcumaba B 0TeUeCTBEHHbIX paboTax paHee He 13y4anoch.

B LIEJTb NCCJIEOOBAHUA
OueHka 3¢PeKTUBHOCTY NPUMEHeHNA PUTYKCMMaba y NaureHTOB C BYNbrapHoM ny-
3bIpPYaTKON.

B MATEPWAJIbl U METObI

Mo HawMM HabnogeHVeM HaxoAWMIOCh 6 MALMEHTOB (MYXUMH — 4, XKeHWWH — 2)
B BO3pacTe oT 28 A0 52 net. Bcem naumMeHTam Ha OCHOBAaHUWN KNWHUYECKMX U nabopa-
TOPHbIX [aHHbIX Oblfl BbICTABIEH AMArHO3 BYMbrapHOM My3bipyaTKu. bbinv npoBeaeHbl
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rMCTONOrMYecKne n NMMyHodsTyopecLieHTHble 1CCnefoBaHyA GronTaTta Koxu. Konude-
CTBEHHbIA YPOBEHb LITOKMHOBbBIX MOJIEKYST U3yYaNnn B CbIBOPOTKE KPOBYW MALMEHTOB C
ny3blpyaTKo ¢ nomMouybto MDA TecT-cnctem, C onpeaesieHnem onTMYeckon NIoTHOCTY B
CbIBOPOTKE KPOBM C MOMOLLbIO CEeKTpodpoToMeTpa «BioSan».

KnuHunuyeckoe HabnogeHue

MaumeHt Y., 1967 roja poXAaeHwa, Xutenb TaWKeHTa, MNOCTYNWA B  KIAUHUKY
PCHMMUABMK M3 PY3 15 mana 2023 T. ¢ »kanobamu Ha BbICbIMaHMA Ha KOXKe BOJIOCMCTOMN
YacTuM rofioBbl, NMLA, TYNOBULLA, BEPXHUX Y HUXKHUX KOHEYHOCTEN, a TaKXKe Ha CAIN3MUCTON
nonoctu pta. Cy6bekTNBHO: 60NE3HEHHOCTb 1 UyBCTBO MPKEHMWA B OUarax nopaeHui.

Anamnesis morbi. Cuntaet ce6s 60nbHbIM B TeueHne 6 MecALeB, MPUYEM BO3HMK-
HOBEHMEe CBOEro 3aboNeBaHnA HU C YeM He CBA3bIBaET. BbiCbiNaHWA Hayanu noABIATbLCS
nocne npubbiTna n3z Caygoscko ApaBum (nanoMHnuecTso). Mo nosopy ceoero 3abonesa-
HMA HabnoJanca y YyacTHO NPaKTUKYOLWMUX Bpader 6e3 3ameTHOro s¢pdeKTa, Uto BbIHYAU-
N0 NaumeHTa obpaTUTbCA B KOHCYNbTaTUBHYIO NonnkanHuky PCHIMUABKK M3 PYs. Ma-
LMeHT Obln NPOKOHCYNBTUPOBaH CNeLnanucToM, Hapady C NpoBefeHreM crneunanbHbIX
[AMarHoCTUYeckrx aHanu3os (Knetku TuaHka obHapy»xeHbl B koxe 1 COMMP), rocnutanunsu-
pOBaH B OTAeNeHne C JMarHo3om «BynbrapHas nysbipyaTtka» (L10.0).

Status localis. KoxHo-naTtonornyecknin npoLecc HoCUT OCTPOBOCNANIUTENbHbIN, pac-
NPOCTPAHEHHbIV N CUMMETPUYHbIV XapaKTep. BbiCbinaHna NoKanm3yloTca Ha KoXKe BONO-
CUCTOW YaCTN rofIoBbl, NNLA, CIM3UCTON NOOCTUN PTa, HOCA, MOSIOBbIX OPraHOB, TYNIOBULLA,
BEPXHUX N HUXHUX KOHEYHOCTEN. JfieMeHTbl MOopaXkeHAa MpeacTaBfieHbl BE3MKyamu
1 Ny3bipAMK. Ha KoXKe CNn3nCTon poTOBOM MOMOCTU MMEIKTCA 3PO03UK KPacHO-PO30BO-
ro uBeTa C YeTKMMM rpaHmLamu, GectoHUYaTbiMK KpasMu, pasMmepom oT 2 Mm go 1 cm. Ha
NOBEPXHOCTM OYAroB MMeETCA HaNeT 6enoro LBeTa. Ha KoXke BONOCMCTON YacTy rofioBbl,
nvua, TynoBuLa MNy3blpHble dNeMeHTbl BAMble, ErkKo BCKPbIBaOLWMECA, NOABAAIOTCA Ha
BHELUHe 340POBOI KOXKe, pa3mepbl 3p03uin 0T 4X5 CM 1O pa3MepoB AETCKOW NagoHu, ner-
KO KpoBOTOYaLLMe 1 NOKPbITble CEPO3HO-TeMopparnyecknmm Kopkamm. Ha noBepxHocTu
3p031in B 0651aCTN HOCA M BOJTOCMCTOM YacTU JMLia UMEIOTCA HAaCIOEHUS CEPO3HbIX KOPOK.
CMATOMBI «rpyLIN» N HUKONBbCKOrO (BO BCEX MOMIOMKEHMNAX) — MONOXKMTENbHbIE.

MpoBeneHHble nabopaTOpHO-NMHCTPYMEHTaNbHble MCCIef0BaHNA U 3aKnlove-
HUA CMEXHbIX cneymanncToB. O6WKN aHann3 Kposu: numdounTsl — 18,3% [19,0-37,0],
MOHOUUTbI — 14,8% [3,0-11,0]; koHUeHTpaymAa C-peakTuBHoro 6enka — 20,5 mr/n [3,0-8,0];
NOA Ha onpegeneHuvie aHtuten IgG k gecmorneunny-1 — 21,0 Hr/mn [12,0 Hr/mn]; MDA Ha
onpepeneHne aHtuten IgG K gecmornenHy-3 - 20,5 Hr/mn [12,0 Hr/mn]; WOA-nccnego-
BaHue Ha ANA IgG - ss-DNA - 36,9 nr/mn [25]; UDA-nccnegosaHue Ha IlgG — ds-DNA -
32,1 ME/mn [25]; DA Ha obwwii IgE — 255 ME/mn [B3pocnble 0-100]. B Mmkonornyeckom
nccneposaHun (MAD) N3 ouaros NopaxkeHWsA Ha rMagKon Koxe rpyam obHapy»KeHbl APOX-
»eBble rpuobbl.

McTronornuyeckoe wnccnegoBaHme. He3HaunTenbHbIM FMNepKepaTos, MecTamn OT-
CJI0/IKa POroBOro €105, HePaBHOMEPHbIN aKaHTO3, YepeayoLWNIACA C y4aCcTKaMU YNIoLLeH-
HOro 3NUAEepPMM1Ca, aKaHTONM3UC KNETOK LMMOBATOro c/ios ¢ 06pa3oBaHMEM BHYTPUIMU-
AepMasbHbIX Ny3bipen. B cocoukoBOM cnoe fepmbl OTMEYaeTcA OTeK, KonareHoBble BO-
NOKHa HabyxLire, BOKPYr COCylOB OnpeaensaTca NMMPorncTroumntapHble MHGUALTPaTh
C cofieprkaHneM 303UHOPUNOB 1 HENTPODUIOB, MPULAATKMN KOXKIN COXPaAHEHbI. 3aKoUeHme:
nopgobHasa Mopdonornyeckasn KapTuHa COOTBETCTBYET AMarHo3y nysbipyatku (puc. 1-3).
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K Bompocy vcnonb3oBaHus G1MONOrMYECKIX NPEnapaTos Y NaLUeHTOB C By/brapHO My3bipyaTKoi

Puc. 1. BHyTpuanuaepmanbHbiii Nysbipb Puc. 2. BHyTpuanuaepmanbHbiii Nysbipb

C aKaHTONIUTMYECKUMM KneTKaMu (OKpacka C aKaHTONIUTNYECKUMM KneTKaMu (OKpacka
reMaToOKCWINH-3031H, yB. 400) reMaToOKCWINH-3031H, yB. 100)

Fig. 1. Intraepidermal bubble with acantholytic Fig. 2. Intraepidermal bubble with acantholytic
cells (haematoxylin-eosin staining, x400) cells (haematoxylin-eosin staining, x100)

KoHcynbTauma TepanesTa: rmnepToHnyeckas 6onesHb, oxupenue lll cteneHmn, XpoHu-

yeckui ractput, aednumnT BrTammHa D.

MpoBefeHHOE B CTaLMIOHape JIeYeHMe:

Sol Prednisoloni 1,0 ml 30 mg Ha Bec 80 Mr B geHb — 240 mg (7:00 — 120 mr, 4 amn.;
9:00 - 90 mr - 3 amn., 11:00 — 60 mr, 2 amn.) + Sol Natrii chloridi 0,9% 100 ml B/B exe-
OHeBHO 3 pa3a B geHb N¢ 40;

Sol Fosfocin-Neo 4,0 gr + Sol Natrii chloride 0,9% 100 ml /B N2 7;

Sol Reosorbilacti 200 ml B/B exxepgHeBHO N2 30;

Sol Panangini 10 ml + Sol Natrii chloride 0,9% 100 ml B/B kanenbHo exegHeBHO N2 30;
Sol Acidi ascorbinici 5% 2,0 ml B/m exxeaHeBHo N2 30;

Sol Magnesium sulfatis 25% 5,0 ml B/m exepHesHo N2 20;

Sol Mabthera (rituximab) 1000 mg B/B kKanenbHO MefyieHHo N2 2;

Hapy»xHo: Ung Fatiderm-M, Ung Hydroteni, Sprey Ocsicorti, Sol Methyleni coerulei Ha
ouaru, Cream Neodermi.

Puc. 3. Mpamas nmmyHodnyopecueHUusa oyara c Hanuumem cBeyeHus IgG Ha ypoBHe LUMNOBUAHOTO
cnos snuaepmunca (ys. 200)

Fig. 3. Directimmunofluorescence of a nidus with the presence of IgG luminescence at the level of the
spiny layer of the epidermis (x200)
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Puc. 4. MaymeHT A0 neyeHNsa pUTyKcuma6om Puc. 5. MauuneHT yepes 2 Hegenu nocne npuema
Fig. 4. Patient before retuximab treatment putyKcumaba (monyumun 2 BAMBaHUA npenaparta
no 1000 mr)

Fig. 5. Patient 2 weeks after retuximab treatment
(received 2 infusions of 1000 mg)

MaumeHT nonyumn Kypc nevyeHus, Nocne 4yero BbICbIMAHWA Ha MOPAXXEHHbIX ovarax
CTanu NOCTENEHHO 3NUTENN3NPOBATbCA C 06Pa30BaHVIEM BTOPUYHBIX FMMEPMNTMEHTHbBIX
nATeH (puc. 4, 5). MaumeHT 6bIN BbINWMCAH C KITMHUYECKIM YNyULIEHNEM KOXKHO-MAToNoM-
Yeckoro npouecca Ans AajsbHenwWwero neyeHns n HabnogeHws B KB no mecty »utenb-
cTBa. PeKOMeH[0BaHO CHUXKEHMe CUCTEMHON KOPTUKOCTEPOUAHON Tepanun A0 MOSIHOWM
OTMeHbI B TeueHUne 2—-4 MecALEB, @ TakkKe MPOLOSIKNTb MHbEKLUM pUTYKCMaba B fo31-
poske 1000 mr Ha 14-11 aeHb HabnoaeHna 1 no 500 mr npenapata Ha 13- 1 18- mecaubl
HabnoaeHuA.

CnepgyeT yKasaTb, YTO NpW fleYeHnn BCex 6 NaLUeHTOB C YCTaHOBIEHHbIM ANarHO30M
«BYnbrapHas ny3blpyaTka» TakTLKa Oblfia OANHAKOBA: COYETAHUE CUCTEMHbIX KOPTUKOCTE-
pOoUAHbIX MPenapaToB ¢ GUONOrMYECKM NPENapaToM (PUTYKCUMMab), Tak Kak Ao obpatlle-
HuA B PCHIMUABWK M3 PY3 nauueHTbl Haxoaunmcb Ha NogaepxmnsatoLlen CtTepongHom
Tepanuu (10-20 mr npeaHM3010Ha). lo3a cncTeMHOro KOPTUKOCTEpOMAa NOBbILanacb A0
50-60 Mr npefHU30/10Ha C NapaienbHbiM BBegeHuem 1000 Mr putykcumaba B/B, a 3aTeM
[103a CTEpOULOB ObICTPO YMeHbLUanacb A0 MNOSIHOM ee OTMEHbI C NMPOAOMKEHEM BBee-
H¥A Bronornyeckoro npenaparta. [logobHas TakTUKa NO3BONIANA YCTPAHATL HEXenaTeslb-
Hble MO60YHbIE 3PPEKTbI CUCTEMHOW KOPTUKOCTEPOUAHON Tepanuu.

B ObCYXIOEHWUE

B HacTosee Bpemsi 60/bLUMHCTBO NMaLMEHTOB, CTPAZAOWMUX pPa3inyHbiMU GopMamm
ny3blpYaTKK, B YaCTHOCTM BYSIbrapHOM, MPUHUMAIOT NaToOreHeTUYeCcKoe fneyeHre B B1uae
CUCTEMHbIX KOPTUKOCTEPOUHbBIX NPEenapaTos, KOTOpble Ha3HAYaloTCA B BbICOKUX CYyTOY-
HbIX 4O3MpoBKax (1,5-2 Mr npenapara Ha 1 Kr Maccbl NaLMeHTa) U B TeUEHUE ANTENBbHOIO
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K Bonpocy ncnonb3oBaHmnA 61MONOrMyecKmx NpenapaTos y NaLMeHTOB C BYIbrapHOW Ny3blpyaTkon

CpOKa, CO CHWXKeHMeM [0 onpefeNieHHON MopAeprkuBatollenn [o3bl, BCIeACTBUE Yyero
NpaKkTUYecKun y BCex NnaLmeHTOB pa3BMBaOTCA B 6OJbLUEN NN MeHbLUel CTENeHN Bbipa-
YEeHHOCTV No6OoYHbIe ABNEHUSA, KOTOPbIE KaueCTBEHHO M3MEHAIOT XapaKTep »U3HW nayu-
€HTOB, a MHOTAAa NPUBOAAT K NeTaibHOMYy 1Mcxody. B cBA3M € 3TM NOUCK HOBbIX, b dek-
TUBHBIX U 6e30MacHbIX IeKapCTBEHHbIX MpernapaToB ABNAETCA BeCbMa aKTyasbHbIM, TeM
6onee uto B JOCTYMHOWN NUTepaType NMMetTca cooblleHna 06 3bdeKTMBHOCTU UCNOoNb-
30BaHUA pUTyKCcMMaba y naLmeHTOB C BynbrapHoM nysbipyaTkol [4, 15, 16, 26]. MNpume-
HeHue puUTyKcMaba HanpaBneHo Ha CBA3bIBaHMe ¢ aHTMreHom CD20, pacnonaratowmmca
Ha B-numbouunTax, HUUMMpPYOLee MMMYHONOTMYeCKre peakLmm, onocpeaytoLyme nnm3nc
B-knetok [4].

Heob6xoanmo HakannneaTb COOCTBEHHbIE AaHHbIE MO NPUMEHEHMIO PUTYKCMaba y na-
LIMEHTOB C BY/IbrapHOW My3blpUaTKO, YTO MO3BOJSIUT YCTaHOBUTb peasibHble CPOKU U [03bl
NpYMeHeHNA aHHOTO reHHO-MHXXeHEePHOro G1ONOrMYecKoro NpenapaTa NPy ykasaHHOM
TAXKENOM JepmaTose. AHanm3 nuTepaTypbl U COBCTBEHHbIe MpeaBapuTenbHble JaHHble
YKa3bIBaloT Ha BbICOKYI0 3$PeKTNBHOCTb 1 6€30MacHOCTb pUTYKCMMaba npu neyeHnm na-
LIMEHTOB C BY/IbrapHOW Ny3bIpyaTKOM.

B 3AK/TKOYEHNE

Mpwn neyeHMN NAUMEHTOB C BYNIbrapHOW My3blpPUYaTKON PEKOMEHAYeTCA NpUMEHeHVe
6GVIONOrMYECKNX NPenapaTos, B YaCTHOCTY PUTYKCMMaba, YTo NO3BOMNT B ONpeaeneHHow
CTeMNeHn 3aMeHNUTb CUCTEMHYIO KOPTUKOCTEPOUAHYIO Tepanuio, TeM CamMbiM YCTPaHUTb
cepbe3sHble NOGOYHbIE OCNIOKHEHMA NOCNeAHeN. XopoLuas NepeHoCcUMOCTb 1 3hdeKTmB-
HOCTb 61ONOrMYECKOro Npenapata PUTyKcMmaba No3BoMAIT C ONTUMU3MOM PacCMaTpPu-
BaTb ObLLee fieyeHrie BYNIbrapHOM Ny3blpyaTKu.
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