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¢ PekTHBHOCTL NPHMEHEHHUs] PHUTYKCHMa0a B JleYeHMHM TNANMEHTOB C BYJIbrapHOi

NMy3bIPYATKOM

KapamoBa A.D.'* 3mamenckas JI.®.!, Topomuuues I1.B.%, Kpacnosa K.M.?, Ilnotnukosa E.JO.2,

Hedemosa M.A.!, Tupsko E.B.!
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Bynbrapuas myssipuarka (BII) — 3710 ayromMmmyHHOe 3a0osifeBaHHE, MOPAXKArollee CIHU3UCTHIC
00O0JIOUKH W/WIIN KOXKY, KOTOPOE XapaKTepH3yeTcsi 00pa30BaHUEM HY3bIpEi Pa3IMYHbBIX pa3MEpOB C
TOHKOM, BSUIOM IOKPBIIIKOM M CEPO3HBIM COAECPKUMBIM. OTCYTCTBHE CBOEBPEMEHHOIO JIEYEHMS
MOXET IIPUBECTH K JIETAIBHOMY MCX0Ay. B cBs3u ¢ TeM, uro B Poccuiickoii denepann OCHOBHBIM
MeTofoM Tepanuu BII saBiseTcs Ha3HAaYUEHHE CHCLEMHBIX DIFOKOKOPTUKOCTEPOMIHBIX MPENaparos,
BBI3BIBAIONINX OONBIIOE YHCIO MOOOYHBIX 3((EKTOB, 0COOBII MHTEPEC BBHI3BIBAIOT UCCIIEAOBAHUA,
noATBepxkaatomue 3hdekTHBHOCTh ¥ 0€30MaCHOCTh NIPUMEHEHHsI pUTyKcuMaba B KOMOMHALIUU C
cucreMHbIMU  TimokokoptukocrepoufiaMuy,  (I'KC). Putykeuma® —  TeHHO-MH)KEHEpHOE
MOHOKJIOHAJIbHOE aHTuTeno K aHTuredwy CPD20. MexanusMm neiicTBusi 0OyCJIOBJIECH CBS3BIBAHHEM
antutena ¢ antureHom CD20 Ha/ BamamdonuTax v MHUNMALMEH UMMYHOJIOTMYECKUX PEaKIIHid,
OIOCPENYIOIIUX JU3UC BEKIETOK,p¥T0 NPUBOAUT K NIMMHUHALMU LUPKYJIUPYIOMIUX JAECMOITIEHH-
cneunuunbix 1gG(+) BiumM@pounToB 1 crnocoO0CcTByeT BBICOKOH A(PPEKTUBHOCTH pUTYKCHMaba B
neyeHuu my3bipyatku. Lpu tepanum maumentoB ¢ BII purykcumabom u cucremusiMu ['KC
BO3MOXKHO Ooliee ObleTpoe cHmxkeHue cyTouHoi m03bl ['KC ¢ ux mocienyromield moiHOW OTMEHOM

yepe3 36 MecslleB; YTO YMEHBIIAET PUCK Pa3BUTHS CEPHE3HBIX OCIOKHEHUM.

KiroueBsig cJIoBa: ByJIbrapHas My3bIpYaATKA; pUTYKCHMAa0; Ny3bIpb; IgG;

[IIOKOKOPTHKOCTEPOM/IHbIE NPeNaparbl; KIMHHYECKHH cayqail

KoH(mUKT MHTEpEcOB: aBTOPHI ACKIAPUPYIOT OTCYTCTBUE SBHBIX U MOTEHIHAIBHBIX KOH(IUKTOB

MHTEPECOB, CBSI3aHHBIX C IMyOIUKAIMel HACTOSIIEH CTaThH.



VcTouHMK (UHAHCHPOBAHUSA: PYKOMHMCh TMOJATOTOBJICHAa Ha JIMYHBIE CPEJCTBA ABTOPCKOIO

KOJIJICKTHBA.

Cornacue mamueHTa: MalUeHThl JO0OPOBOJILHO NOAMHMCATM HHPOPMHUPOBAHHOE coOrjacue Ha
nyONUKaUIO TEePCOHATBHOW MEIUIIMHCKOM HH(pOpManuu B 00e3MuueHHONW (opMe B JKypHaie
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Pemphigus vulgaris (PV) is an autoimmune disease that affects thesmucous, membranes and/or skin,
characterized by the formation of bubbles of various sizes€¢with a thin flaccid cap and serous
contents. Lack of timely treatment can lead to death. Due,to the fact that in the Russian Federation
the main method of treatment for CAP is the prescription of systemic glucocorticosteroid drugs,
which cause a large number of side effects, studies confitming the effectiveness and safety of the
use of rituximab in combination with systemic gldcocetticosteroid (GCS) are of particular interest.
Rituximab is a genetically engineered monoclonal antibody to the CD20 antigen. The mechanism of
action is due to the binding of the antibody, to the CD20 antigen on B-lymphocytes and the initiation
of immunological reactions that mediate the/lysis of B-cells, that leads to the elimination of
circulating desmoglein-specific J8G(+) Balymphocytes and contributes to the high effectiveness of
rituximab in the treatment of ‘pemphigus. In the treatment PV including rituximab and systemic
corticosteroids there is @ chlance of possible faster reduction of corticosteroids in the daily dose,
followed by gtheirgeomplete” withdrawal after 3—6 months, that reduces the risk of serious

complications developing.
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AKTYaJIbHOCTh

Bynbrapuas myseipuatka (BII) — 5310 ayTommmyHHOe 3aboneBaHMe, MOpakaroliee
CIIM3UCTBIE 00OJOYKH W/MIIHM KOXKY, KOTOpPOE XapaKTepu3yeTcsi 00pa3oBaHHEM ITy3bIpel pa3IMdHbIX
pa3MepoB C TOHKOM, BSIJIOM MOKPBIIIKOW M cepo3HbIM coaepxkuMbiM [1-3]. BII cocraBnsier okomno
10% Bcex KOXHBIX Oosie3HEW, 0ObIYHO BO3HHMKAET y JuIil oT 30 mo 60 jer, mpeuMyIiecTBEHHO Y
xKeHIMH [4—6]. OOpa3zoBaHuWe BHYTPHAIHUAECPMAIbHBIX IMYy3bIpeH TMPOMCXOJUT BCIEIACTBHUE
akaHToiM3a (paspylleHUs CBSI3M MEXIy KIeTKaMu osnujepmuca) ¢ ¢opmupoBanuem IgG-
ayTOAHTUTEN K JeCMOIIeMHy | W JecMorienHy 3 — ydyacTKaM JeCMOCOM, OOECTI@UMBAIOLIMX
MEXKJIETOUHbIE KOHTAKThI [7]. VI3BECTHO, UTO CyLIECTBYET I€HETHUYECKas IPEApacloIoKEHHOCTbD,
olnpenensemMas ajuies MM T€HOB IIaBHOIO KoMIulekca ructocoBmectumoctu (HLA),“mpuuem B
Pa3HBIX MOMYJISAIUAX 00HAPYKUBAIOTCS Pa3IMUHbIC aJUIeIH reHoB, koaupyon@x HLA{S-10].

[TopaskeHne CIU3UCTOI OOOJOUKU MOJIOCTU PTAa OOBIYHO SIBIISCTCS TEPBBIM MPOSBICHUEM
BII (B 50-70% cnyuaeB) u Habmomaercs y 90% nauuenTtoB B/TeueHue 3aboneBanus [3]. Tonkue
MOKPBIIIKKA My3bIpell  OBICTPO  BCKPBIBAIOTCS, Ha HMX MEEPE (QOPMHUPYIOTCS  UIUTEIBHO
HE3)XHUBAIOIIUE OOJE3HEHHBIE APO3UH, KOTOPBIC 3aTPYAHSIOT MPUEMMITHUILM, XKHUJIKOCTH, IIIOTaHHUE
CIIIOHBI, 3HAYUTEIBHO CHIJKAsl KaueCTBO JKU3HU U BBI3bIBAs yXyaAlleHue oomiero cocrosHus [11,12].
ITpu BII moryt OBITH MOpa)keHbl M APYrHe CIU3MCTHIC OOO0IOUYKH: KOHBIOHKTHBA, CIM3HCTHIC
000JI0YKH HOCA, TIOTKH, TOPTaHH, MHUILEBOA, BIArajIHIla, ypeTpsl 1 anyca [13].

Oposun npu BII 00b14HO $PKO-KpacHOTO HBETAa C BIAXHON MOBEPXHOCTHIO, MMEIOLIHNE
TEHJEHIMIO K mepudepuueckomy pOCTY;, BO3MOXKHA TE€HEpajHu3als KOKHOIO TMpolecca ¢
¢dopMupoBaHuEM OOIIMPHBIX OYAroB MOPAKEHUS, MPUUUHSIIOMIUX MYUYHUTEIbHYIO OOJIb MalMeHTaM
[3].

Huarnoctuka BIL» oCHeBbIBacTCS Ha  pe3ynbrarax KIMHHUKO-aHAMHECTUYECKOIO,
[IUTOJIOTUIECKOTO, TUCTONOTMUECKOTO U (DITFOOPECIICHTHOTO uccnenoBanuii [13, 14].

BII /—, XpoHmueckoe peuuauBHpymomiee 3aboneBanue. OTCYTCTBHE CBOEBPEMEHHOIO
JEUEHUs MOXKET NPHUBECTH K JIETAIbHOMY HCXOLy. Tepamusi BBICOKMMH J03aMU CHCTEMHBIX
DTIOKOKOPTHKOCTEPOH THBIX IPEMapaToB CI0COOCTBOBANIA CHIKEHHUIO YPOBHSI CMEPTHOCTH OOJBHBIX,
HO MX JONTOCPOYHOE HCIIOJIb30BAHUE CBSA3aHO C Pa3BUTHEM TAaKUX TSDKEIBIX OCIOXKHEHUM,
KaKIOpakeHHNe HKEITyIOYHO-KHILIEUHOTO TpakTa (330(parut, racTput, si3BEHHAss OONE3Hb KeTylKa U
JIBEHAIIATUIICPCTHON KHILKH), CEPIEYHO-COCYAMCTOW CHCTEMBI, METa0OIMUYECKUE HAPYIICHUS
(cungpom Muenko—KymuHra, caxapHelii 11abeT, 0CTEONnopo3, TUIONPOTEHHEMHUS U JIp.), a TaKxKe
UMMYHoOcCyIpeccuBHOe cocTosiHue, [IBC—cunapom u centunemus [15-17].

B cBa3u ¢ Tem, yto B Pocculickoit @eaepannyu 0CHOBHBIM MeTonoM Tepanuu BII asisercs
Ha3HaueHHe CHCTeMHBIX mnokokoprukocteponioB (I'KC), Be3bIBaommx OoOdbIIOE  YHCIIO

no0o4yHbIX  3((deKkToB, O0COOBIH MHTEpEC BHI3BIBAIOT  HCCIEAOBAHMS, IOITBEPKAAOLINE



3 PEeKTUBHOCTh U 0E30MaCHOCTh MPUMEHEHUsI pUTyKcuMaba B koMOMHanuu ¢ cucteMHbiMu ['KC
[18-20].

Putykcuma® — TeHHO-MH)KEHEpPHOE MOHOKIOHANIbHOE aHTUTeNno K aHtureHy CD20.
MexaHu3M ero JeWcTBUs OOYCIOBIICH CBS3bIBAaHMEM aHTHTena ¢ aHTureHom CD20 na B-
TUMQOIUTaX U UHUIUALMEH UMMYHOJIOTMYECKUX PEaKIMH, OMOCPEnyIOIUX JTU3UC B-kineTok, uro
MPUBOIUT K NMUMHUHALIMK TUPKYIUPYIOMUX JecMorienH-crnenupuunbix 1gG(+) B-mumdpounTtos u
CrocOoOCTBYET BbICOKOH 3(h(heKTUBHOCTH pUTYKCHMaba B JISUEHUH ITy3bIpuarku [21].

ITpu tepanuu namuentoB ¢ BII purykcumabom u cucremusiMu ['KC Bo3M®kHO Oomee
obicTpoe cHmkenue cyrounoit 103e1 ' KC ¢ ux nocnenyromieit monHoi orMmeHol yepe3 3—6 Mecsiies,
YTO YMEHBUIAET PUCK PA3BUTHS CEPbE3HBIX OciIoxkHEeHUH [18-20, 22].

IIpuBoauM onucaHue AByX KIMHUYECKUX CIIy4acB ¢ TOPIUIHBIM TeughrneM BLIL

IlepBbIil KIMHUYECKUI CIy4Yal

[TanmenTka 65 ner, noctynuina B HI'® ®I'BY «'HLAKY Munsapasa Poccun B stHBape
2022 r. ¢ xanobamMu Ha OOJIE3HEHHBIE, OBICTPO PAcTIPOCTPAHSIONINECS BHICHINIAHUS HA CIM3UCTON
000JI0UKE TIOJIOCTH PTa U KOXKE TYJIOBHUIIIA.

W3 anamHe3a M3BECTHO, YTO CUMTaeT ceQsiz00nbpHOl c deBpans 2021 r., Korga BIEpBbIE
oTMeTHjIa 0O0JIb MPH TNIOTaHUH, OOJIE3HEHHbIE SPO3UH B IIOJIOCTH pTa U Ha si3blke. [Ipu oOpamienuu k
OTOJIAPUHIOJIOTY Ha3HA4YE€HO JIeYEHME; MONOCKaHUE TOJ0CTH pTa 2% pacTBOPOM XJIOPreKCUAWHA U
1% pactBOpOM KioTprMasoina (pactBop Kamuua), Gpiaykonazon — 0e3 addexra.

KoHcynbTHpoBaHa YemIOCTHO-IUIEBHIM XHUPYProM, IIpOBEIEHA OWONCHUSA CIM3UCTOM
00O0JIOUKH TOJIOCTU PTa C MOCNEAYIOWIMM T'HMCTOJIOIMYECKUM HCCIeIoOBaHUEM, MaHHbIX 3a C-r He
OoOHapyXeHO, TIOCTaBJCH  AMarHO3 «lJoccUT», Ha3HaueHbl pPA3IUYHBIE TIOJIOCKAaHHUS C
aHTHCeNTHKaMHu — 0e3 dbeKTa.

KoHCynbTHpOBaHa  mapaloHTOIOrOM, MOCTaBieH auarHos: «lly3pipuaTka?», jJedeHue He
npoBoamiiock. B ampene 2021 1. o6parunace B KL HI'® OI'BY «I'HIJAK» Munsapasa Poccun,
rJe noctaBreH muario3: «Kpacuslil muiockuit aumaii». [lpoBeneHo neuenne: GeramMerazoHa HaTPUS
dochar 2 wmr + GeramerazoHagunponuoHar 5 Mr B/M Ne 1; THIPOKCHXJIOpPOXMHA CyJbdar
(mnmakBeHmw) 400 mr/cyT, Ha oHE KOTOPOrO OTMETHJIAa HEe3HAUYUTENIbHOE yaydlieHue. 3a 3 mecsua
3a0oJIeBaHUs MalMEHTKa MoXy/ena Ha 22 KI.

B ampene—wmae 2021 r. mpoBomwiock jneueHue B cranuoHape HI'® ®I'BY «'HIIK»
Munszapasa Poccun ¢ nuarnozom «Ily3sipuaTka» (BbISBIIEH MOBBIILIEHHBIH ypoBeHb aHTUuTEN IgG K
necmornenHy 3 (Anti-Desmoglein 3 ELISA), B Ma3ke-oTmeyarke 0OHApPYKEHBI aKaHTOJIUTUYECKUE
kietrkn). Hasnauens! cucremusie ['KC B noze 60 mr/cyt (IMr/kr mMaccel Tena) B mepepacyere Ha
NPEeIHU30JIOH. Bpimucana c¢ snuTenu3amperd OoJnbllell 4YacTH 3pO3MM B IOJOCTH pra C

PEKOMEHIalluel CHUKEHUS CyTOYHOM J103bI IIPEIHU30I0HA.



B Tteuenume cnenmyromux 8 MecsleB K JepMaToiory He oOpaliaiach, CaMOCTOSTEIBHO
camwkana o3y cucrteMHbix ['KC mo 1/4 tabnerku 1 pas3/2 men. K nosbpro 2021 r. mamueHTka
CHM3MWJIA 103y A0 15 Mr mpeaHHu30JI0Ha B CYTKH, Ha (OHE Yero OTMETHJIAa YBEIUYCHHUE KOJIMYEeCTBa
5po3uil Ha ciIM3UCTONH 000JIOYKE IMOJIOCTH PTa, a TAKXKe IMOSABICHHE My3bIped M 3po3uid, ObICTPO
CIIMBAIOIIMXCA MEXTy COOOW B KPyIHBIE OUaru B 00J1aCTH KOXKM )KMBOTA, CITMHBI U Oez1ep.

B cBsa3u ¢ yxyamiennem cocrtosHus rocnutaimusupoBaHa B HI'® OI'BY «'HIK»

Mun3snpasa Poccun.

Pesynomamut puzukanvnozo, 1a60pamopro2o u UHCMPYMEHMAIbHO20 UCCIe008AHUA

[Tpu mOCTyIUIEHNH BBICHITIAHUS JIOKAJTM30BAJIUCHh HA CIM3UCTOM O0OJIOUKE MOJIQETH pTa U
KOXK€ J)KMBOTa, CIIMHBI U Oenep. Ha ciamsucroil 000mouke mojaocTu pra — MHOKECTBEHHBIE 3PO3HH
spko-KpacHoro nBera (puc. 1, @). Ha woxe xwuBota (puc. 2, a), cnmfbl (prey3, a) u Oenep
OTIPENeNSUTUCh MOKHYIIIME SPO3UH SIPKO-KPACHOTO 1L[BETA, CIMBAfOIIMECS MKy COOON B KpyITHBIC
o4ary, a TaKKe MATHA THIIEPIUTMEHTALUH.

[Ipy IMTONOTMYECKOM HCCIEAOBAaHUM CO JIHA 3pO3Uil OOHApPyXEHbl aKaHTOJIUTUYECKHE
KJICTKH B OOJBIIOM KOJMYECTBE, PACHOJIOKEHHBIE EpylmamMu U pa3po3HeHHo. IIpoBeneHo
MaTOJIOr0aHATOMHYECKOE UCCIIEI0OBaHNE MOPAKEHHOMKOXKI: «pparMeHT MHOTOCTOHHOTO TIIOCKOTO
snuTenus C JepMoil. PoroBodl cimoil yTONIIEH, PBIXJIBI, CETYAThI, KOPKH. ONHUIEPMHUC
OTHOCHUTEJILHO PaBHOMEPHOW TOJILIHHBI, COCTOUT U3 3—5 psiioB KIETOK. B anuaepmuce — Ha Bcei
MNPOTSDKEHHOCTH B CPEIHHMX M TITyOOKAX OFAeIax IIMUIOBATOrO CJIOS Haa0a3albHO PaCIONIOKEHBI
KpYyNHbIE IIEIU U IOJIOCTH C HAJIWYUWEM MHOXECTBA AKAHTOJUTHUYECKHX KIETOK, C IPUMECHIO
CETMEHTOSACPHBIX KIIETOK. ['paHulia, c nepMoil ompenensercd ¢ TPyAOM M3-3a OT€Ka JEpMbl U
NPUJICTAIOIIETO K SMIHISPMUCY | eHU3y IU(PQPYy3HOTro IMOJOCOBUAHOTO JTUMQPOTHCTHOLUTAPHOTO
MHOWIBTpaTa ¢ MPUMECHIO CEFMEHTOSAICPHBIX KIETOK. 3aKiIioueHHe: MoJ00Hast THCTOIOTHYecKast
KapTHHA XapaKTepHa JJIs, aKaHTOJIMTUYECKON Iy3bIpuaTKu» (puc. 4).

VY nmauveHTRU JTpU MOCTYIJIEHUHU B XO/I€ UCCIIEAOBAaHUS TaKXKe BbIABIEHBI aHTUTENA I1gG K
necmorienny w3 (Anti-Desmoglein 1 ELISA, Anti-Desmoglein 3 ELISA), uto xapakrepHo st
MOPaXCHUSI KOXKU U CIIM3UCTHIX 000mouek [23].

Jléuenue'. 3a nepuon rocnurammzamuu ¢ 13.01.2022 mo 25.02.2022 moydana JedeHHE:
cucremusie ' KC B noze 100 mr/cyt B mepepacueTe Ha NPEAHU30JIOH B TEUCHHE 3 Henenb 0e3
CYIIECTBEHHON TOJIOKUTENBbHOW AuHaMHUKH. [IpuHATO pemenue o A00aBICHMM K Tepanuu
MeToTpekcata B fo3e 10 mr/Hex B TeueHue 3 Henenb. B CBS3UM C OTCYTCTBHEM IOJIOKUTEIBHON

JMHAMUKU CO CTOPOHBI KOXKHOTO IpoIiecca U HapacTaHWEM U3MEHEHUH B TaOOpaTOPHBIX

"PU® ne npoBoaunack B EPBOM KIMHUYECKOM CIIYYaE.




nokazarensix (moBbimenue ypoBHs AJIT mo 152 Ex/n, mouyeBuabsl — 10 10,03 MMOIIB/1, CHUKCHHE
ypoBHs remoryiobuHa 1o 9,8 r/m1 u 3puTpouMToB — 10 3,14 MIH/MKJI B aHaiU3e KpPOBH,
MOBBIIIEHUE TITIOKO3BI 710 31,44 MMOINB/T B aHATTU3€ MOYH), ’KaJl00aMH MAIUEHTKH HA BBIPAXKEHHYIO
c1aboCTh B KOHEYHOCTSIX M FOJIOBOKPYKEHHUE, /1032 MPEAHN30JIOHA CHIDKEHa 10 90 Mr, MeToTpekcar
OTMEHEH U 3aIlUIaHUpOBaHa TEPaIus FTeHHO-UHXEHEPHBIM MPENapaToM pUTyKCcuMao.

Co 02.03.2022 no 14.03.2022 r. Haxogwiack Ha JiedeHUM B cranuoHape HI'® OIBY
«'HIJIK» Munsnpasa Poccun, rae 103a npenHu30iI0Ha CHIKEeHa 10 30 MI/CyT U 10, peleHuto
BpaueOHoit komuccuu ot 04.03.2022 r. HayaTta Tepamusi MpernaparoM pUTYKcUMad (ALSIIOuns).
[Tocne nmepBbix 2 uH(py3uil purykcumada B n1o3e 500 mr ¢ uaTepBaiom B 1 Heneiio HaGIIONANaCh
II0JIOKUTEIbHAS IMHAMUKA B BUJIE YaCTUYHOMN AMUTEIN3aluu 3po3uil (puc. 1,0, puc: 2.6, puc. 3, 0)
U yJIy4IIeHUH J1a00paTOpHBIX MOKa3aTeleH.

Bcero Obuio BeimonneHo 4 uHdy3uu B 103e 500 Mr puTykeumada exenenenbHo — 4, 11,
18 u 25 mapra 2022 r., ¢ npeMeauKanuen corjJacHO MHCTPYKHMK K mpenapaty 3a 30 MUH nepen
BBEJICHHEM PUTYKCHMa0a.

Hcxon m pesyabrarhl mociaenywmero Hadmonenus. K 25.03.2022 OGonpmias 4acTh
3po3uil anuTenu3npoBanack (puc. 1, 6), Ha UX MECTe,ONPCASIMINCH OYaru IMIEePIUrMEHTAIluN, B
OCTaBIIIUXCSl O4Yarax Ha KOXe XKUBOTa (puc. 2, 6). M MOSICHUYHOUN o0nacT (prc. 3, 8) COXpaHsIOCh
HECKOJIbKO HEOOJBIINX P03l KpacHOTO 11BeTa. J[03a TipeqHu3o0I0Ha CHUKEeHa 10 20 MI/CyT.

[Tocne mnposenenuss 4 wuwy3uwid puTykcuMaOoM aKaHTOJUTHUYECKUE KIETKH He
olnpeAensuch, ypoBeHb aHtuten I1gG, k gecmornenny 1 cHusmics B 5 pas, anturena IgG x
JIECMOIJIENHY 3 HE OIPENEISUIHCH.

ITonHas snuTenusamms 3pesuil orMeueHa depes 1 mecan (puc. 5, a, 6, 6), IPOIOIIKAIOCH
CHIDKEHHE TpeaHn3onoHd no/l/4 rtabnerku 1 pa3/2 uea. Cucremusie ['KC Obtd OTMEHEHBI

IMMOJIHOCTBIO IPH €COXPAHCHUN IMOJTHOM pEMUCCHUN 3a00J1€BaHus BILIOTh A0 HACTOAIICTO BPECMCHU.

Bropoii kJIMHE¥ecKuil ciry4ai

Wenmuna 49 ner, mocTynwia ¢ JKano0amMu Ha BBICHIIAHWS Ha CIM3UCTOM 000JI0YKe
MOJIOCTH PTa, BOJIOCUCTON YacTH TOJIOBBI, 3ayIIHBIX OOJIACTEW, YIIHBIX PAKOBMH, IIEH, TYJIOBHIIA,
MOJMBIIIEYHOM 001acTH, cyOMaMMapHOil 001aCTH, COTTPOBOXKIAIONIUECS YyBCTBOM AHOKEHHSI U OOITH.

W3 anamHe3a M3BECTHO, YTO cuMTaeT cebs OonpHOU ¢ aBrycra 2021 r., xorna BIepBbIe
OTMETHJIA TOABJICHHE 3p0o3Mil B mosioctu pra. [Ipu oOpamieHnu K Bpayy-CTOMAaTOJIOTY Ha3HAYCHO
HapyXxHoe jedeHne — 6e3 a¢dekra.

Hanpasnena B KBJ] mo wmecty xutenbcrBa, rae B ceHTsOpe 2021 1. BBINOJIHEHO
IIUTOJIOTUYECKOE  HCCIEJOBAHUE C OYaroB TIOPaXEHHUs B TOJIOCTH pTa, OOHAPYKEHBI

AKaHTOJIUTHYCCKHUC KIJICTKU, IIOCTAaBJICH JUar"Ho3s «Hy31>1panKa», HazHadycHa TCparus



MPETHU30JI0HOM B J03¢ 60 Mr/cyT u3 pacuera | MI/Kr Maccel Tena, Ha (OHE YEero HacTyIuiIa
YacTUYHAs SMUTEIN3aLUs DPO3UH.

B Hos6pe 2021 1. B cBA3M C pacmpoCTpaHEHHEM BBICHIIIAHUI HA KOXXY BOJOCHUCTOHM 4YacTH
TOJIOBBI, TYJIOBUILA HampaBieHa Ha cranuoHapHoe jedeHue B I'bBY3 KBJI M3 Kpacnomapckoro
Kpas, TJ€ BHOBb IIPOBEICHO WCCIEIOBAHUE HA AaKAHTOJMTHUYECKHE KIETKH (O0OHApYKEHBI).
HasnaveHo snedenue: npenHu3onoH 60 Mr/cyT, 3aTteM 103a yBeIW4YeHa 10 75 MI/CYT MEepOpalbHO C
npenau3onoHoM 60 mr B/B, manee — 30 mr B/B. IlammeHTka BhIMHCaHA C PEKOMEHAALUSIMHU
MPOIOJDKUTH TPUEM MPETHU30I0HA B J103€ 75 MI/CYT.

ITpu nmoBTOpHOI rocnuTanu3aimu B Mapte 2022 . mpOBOAMUIIOCH JieueHHe T1azMadepe3om
(1 mpouenypa), mperHU30I0HOM 75 MI/CyT mepopalibHO ¢ JekcaMmeTa3oHoM 10 M B/B, 3aTeM — 6
MT B/M C HE3HAYUTEIIbHBIM MOJIOKUTEITBHBIM dPPEKTOM.

B cBa3u ¢ orcyrcTBueM 3(ddekra oT MpoBOAMMON Tepamuu HANpaBiICHA HA JICUCHHUE B
craimoHap ®I'bY «'HII/IK» MunsnpaBa Poccun, B xotopOM Haxonmiack ¢ 06.04.2022 mo
17.05.2022. TIpoBoaANIOCH THCTOJIOTUYECKOE UCCIEN0BAaHUE, 110 PE3YIBTATY KOTOPOTO: «3MHIEPMHUC
HEPaBHOMEPHOH TOJIIMHBI C YMEPEHHO BBIPAKCHHBIM/THIIEPKEPATO30M, B Kpae OHOITara uMeercs
KPYIHBIN Cynpaba3albHbIA My3bIpb, B MPOCBETE My3bIPS,— AKAHTOMUTHUYECKUE KIIETKH, BHE 30HBI
ny3blps. B DONUACPMHCE OTMEYAETCS yMEPEHHBHd, CIHOHIMO3, MecTamMH ¢ 00pa3oBaHHEM
cynpaba3anbHBIX IeNed, HHPUIBTPHUPOBAHHBIX JIEHKOIMTaMU U 303uHO(MIaMu. Jlepma oTeuHa, B
COCOYKOBOM CJIO€ CKYyAHBIE TEpHBACKYISpHBIC JIMMQOIUTApHbIE HHPUIBTPATBl C MPUMECHIO
503MHO(UIIOB. 3aK/IIOYEHUE: BBISABICHHBIE \U3MEHEHHS COOTBETCTBYIOT KIMHUYECKOMY JHArHO3Y
BynbrapHoi myssipuatku» (puc. O)a Ilpn npoBemenun PHU® ¢ wucnonbp3oBaHHMEM BHIUMO
HETMOpaKeHHOM Koku HaOmondnach eruerinBas (ukcarus 1gG B MEXKICTOUHBIX MPOMEXKYTKaX
BCEX CJIOEB JIUJCPMHCA B BUNIE KEETKM», MO 3aKIIOYCHUIO: BBISBICHHAS UMMYHOQIYyOpeCIEHTHAs
KapTHHAa COOTBETCTBOBAlld KJIMHUYECKOMY JMAarHo3y BYJIbFapHOM my3blpuarku (puc. 7, a, 0).
[TpoBeneHo ficdeHue MPETHU30JIOHOM B 03¢ 75 Mmr/cyT mepopanbHo. Ha ¢one mpooaumoro
JIeUeHUs Mpolecc HPOAOIIKAI IPOIPECCUBHO YXYAIIAThCS. YUUTHIBAS TSKEIOE TEUEHUE KOKHOTO
MaTOJIOTHYECKOrO Hpoliecca, HeIPPEKTUBHOCTh MPOBOIUMON Tepanuu, MalueHTKa HarpaBiceHa B

HI'® OI'BY «'HIJAK» Munsnpasa Poccuu amst mpoBeneHUs TEPAUU PUTYKCUMAOOM.

Pezynomamul puzukanvnozo, 1a60pamopHo20 u UHCMPYMEHMATbHO20 UCCAE008AHUA

Ha moment noctymienuss B craunpoHap HI'®@ ®I'BY «I'HIAK» Munsnpasa Poccun
KO)KHBIH MaTOJOTUYECKHUH MPOLIECC MPEICTaBIEH MHOKECTBEHHBIMH 3PO3UBHBIMHU Je(PEKTaMuU SPKO-
po30BOro 1Bera, pazmMepoMm or 3 g0 20 cM B auaMerpe, YaCTUYHO TMOKPHITBIMH MacCHUBHBIMU
CEPO3HO-TEMOPPArnyeCKUMHU KOPKaMH, TYIIMPOBAaHHBIMU PacCTBOPOM METHIIEHOBOIO CHHETO (puc. 9,
a). Ha cnusuctoif 000OUKe TMOJNIOCTH pTa U JAECEH OTMEYalUCh 3PO3UU SPKO-PO30BOTO IBETA,

OKpYIJIOH (OpMBI, YaCTUYHO TOKpPHITHIE (UOPUHO3HBIM HayleToM. Ha koxe mewn, rpynu,



cyOMaMMapHOM, MOJMBIIIEYHON 00JacTell — BIAXHBIE 3PO3UU SPKO-PO30BOrO ILBETA, YACTHYHO
MIOKPBITbIE TEMOPPAarM4eCKUMH KOpKaMH (puc. 8, a).

B wuccnenoBaHMM  Ma3KOB-OTIEYATKOB CO  JIHA CBEXHUX JpO3UMl  OOHApYKEHBI
AKaHTOJMTUYECKUE KIIETKU B OOJBIIOM KOJTHYECTBE.

Jleuenne. BpaueOnoit komuccuerr ot 19.05.2022 mpuHATO peIIeHHE, YTO, YUUTHIBas
TSOKECTh M PACIpPOCTPAHEHHOCTh KOXKHOTO TMpolecca, HedPPEKTUBHOCTh paHEe IMPOBEICHHOTO
JIeUeHHUs], MAMEHTKEe PEKOMEH/I0BAaHO MPOBECTH JICYEHUE C NMPUMEHEHHEM Iperapara puTyKcuMao
off-label B mo3e 500 Mr B/B KameapbHO C MpeMEIUKAIIUEH COracHO MHCTPYKIMH K mperapary 3a 30
MUH Tepe]] BBeJleHHeM puTykcuMmaba. [locne mepBoix 2 uHpy3uit purykcumadom B 1103e500 mr
OoTMeYaach YaCTUYHAs SMUTEIU3AIMS 3PO3Hid Ha KOXKE LIeH, IPyau, CyOMaMMapHou oomacTu (puc.
8, 06) u cmubl (puc. 9, 0). Beero npoBeneno 4 nHdy3un ¢ UHTEpBAIOM B Hepeno. OnHOBpeMEHHO
MPOJ0IDKANIACh TEparnus MPEAHU30JIOHOM 75 MI/CyT MepopaibHO CO CHUKCHHEMPZI03bl Ha 25 Mr
nocie nepoit nHpy3uu 1 Ha 20 Mr — TocJe BTOPOM, 3aTeM CO,CHUKEHHEM JIO3bI Ha Y2 TabnmeTku (5
MT) KaxJble 2 HEeJAeNU IO MOJTHON OTMEHBI.

Hcxon u pe3yabTarsl nmociaenymoulero Haofioaenusa. Haydone npoBoaumoit Tepanuu
YJAJI0Ch AOCTHYb MOJHOW 3MUTENU3ALUU IPO3UNA, CTOMKON PEMUCCHN KOKHOTO IMPOLIECCA, TTOTHOMU
orMmensl cucteMubix ['KC (puc. 8, 6, 9, 6).

ObocTpenue HacTymuiio depe3 3 mecsila (B KoHie aBrycra 2023 r.), Korja maiueHTKa
OTMETHJIA IOSIBJICHUE CBEXHUX Iy3bIPEH Ha KOXKE BOJIOCHMCTON YacTH TOJIOBBI, TPYIU W CIUHBI,
COIPOBOKJAIOIINXCS MHTEHCUBHBIM 3y7I0MAB0300HOBIIEH MTpHeM MpeAHN30JI0Ha B J103e 15 Mr/cyT
nepopanbHo. Ha QoHe mnpoBonuMoM, Tepaliuy TMOSBISUTUCH CBEXHE ITy3bIpH, YBEJIMYMBAJIACh
wiomazas 3po3uil. B HosiOpe 2023 T poBeneH Kypc MOBTOPHOW Teparuu PUTYKCMMaOOM B 103€
1000 Mr B/B KamnesibHO OJHOKPATHOMB COOTBETCTBUM C MHCTPYKILHUEH K IpenapaTy ¢ MpoAobKEHHEM
npuema 15 mr npeanuzefionaper os. Ha ¢one nmpoBoauMoil Tepanuu HacTynmuia cTabuiM3anus
aToJornyeckore Mponecca: AMUTEIN3aLus PO3HUid, IPEKpaIleHNE MOSBICHUS CBEXUX MMy3bIpel. C
HOos10ps 2023 r. mpoposnxeno cHwkenne ['KC, nocturnyra monHast snutenusanus sposuit, I'KC

OTMCHCHBI TOJIHOCFHI0, B HACTOALCC BPEMS COXPAHACTCA PEMUCCHUS.

Oo6cyxaenne
BaXxHbIM MOMEHTOM SIBIISIETCS CBOCBpPCMCHHAs W IpaBUJIbHAd OUArHOCTHUKA BH, 4qTO B
psife ciaydaeB OIpeneiseT KaK BBIPaXEHHOCTh OTBETAa Ha TEpamnuio, TaKk U B IEJIOM IPOTHO3
3a60JIeBaHI/I5I. Bo BTOPOM IMMPCACTABIICHHOM HaMU CJIy4a€ MAlUCHTKC IO MCECTY KUTCIbLCTBA HC
OBUIO TMPOBEACHO THUCTOJIOTHYECKOE HCCICIOBAaHUE, a JIMarHO3 OCHOBBIBAJICSA JIMIIh Ha
KIIMHUYECKON KapTHUHE 1 OOHAPYKEHUU aKaHTOJUTHUYECKUX KJIETOK B Ma3Kax-oTredyaTrkax. B To xe
BpCMs aHaJIu3 Ha aKAHTOJIUTUYCCKUC KIICTKU MOXKCT HaBaThb JIOKHOIIOJIOKHUTCIIBHBIC PC3YJIbTATHI,

4TO 3aTpyAHsACT CBOCBPCMCHHYIO IIOCTAHOBKY IIPaBUJIBHOIO JWAarHo3a W IMPUBOAUT K



HeaJIeKBaTHOMY Ha3HAa4eHHUIO BBICOKUX 7103 cucTeMHbIX ['KC, uTo Hanbosee BEpOsATHO B Clydasix
JIOKAJIM3alMK MPOSBICHUN 3a00J€BaHMs TOJIBKO Ha CIM3UCTBIX 000JI0uKax. B manHON cuTyarum
YMECTHBIM OyJeT MpPOM3BECTH OLEHKY ypoBHs anTuTen IgG k necmornenmHam 1 u 3 meronom
NDA/ELISA B CBIBOPOTKE KpOBH, YTO OBUIO MPOAEMOHCTPHPOBAHO HAMU B IEPBOM
IIPEICTaBICHHOM cilydae. Takxke ypoBHM aHTuTen IgG k mecMornenHam 1 u 3, olieHMBaeMbIE B
mporiecce JICYCHUs, MOTYT CIIYXKHUTb MoKa3aTenaeM 3pPeKTUBHOCTH POBOANMOM Tepanuu [23].

Taxxe xoTenock Obl OTMETHTh BaXKHOCTh Ha3HAYCHMS AJEKBATHBIX /103 cucTeMHbIX ['KC
pu OOOCTPEHUH My3bIPYaTKU MpH ee TsbKenoM TeueHnn — 60—80 Mr/aeHp, Kak 3To \yka3aHo B
KJIMHUYECKMX PEKOMEHAALUAX, TMOCKOJIbKY Ha3HaueHHe Oojee HMU3KHX 103 MOXKET IPUBECTH K
Pa3BUTHIO CTEPOUTHON PE3UCTEHTHOCTH B MOCIIETYIOIIEM.

IlepBerit onbiT neuenus nauueHToB ¢ BII putykcumabom B nureparype onncan B 2004 r.
PutykcuMal BBOJMIM BHYTPUBEHHO B 103¢ 375 Mr/m> B Teuenue 46 4,1 pas/Hefiprio 4 undysuu
Ha Kypc B koMmOuHaiuu ¢ ['KC. ITox HaOmoneHneM Haxoausao€h 3 MalKEHTa, MOTHONH peMUCCUU
YAAIOCh AOCTHYB y 2 OOJBHBIX, HEMOJMHON — y | manuenTa. CHMkeHNE TUTPOB LUPKYIUPYIOIIUX
AHTHAIHIEPMATbHBIX ayTOAHTUTEN COOTBETCTBOBAIO CHIDKEHHIO aKTUBHOCTH 3a00JIeBaHUs, TOT 1A
KaK IMpKyIupyromue B-kineTku He onpeaensnuch B Tedenne 6—10 mecsues [24].

EBpomneiickoe 0011ecTBO 1epMaToIoroB U BeHeposioreB B 2020 1. BKIIOYMIO pUTYKCUMAO
B KJIMHUYECKHUE PEKOMEHIAlUHU 10 BeIeHUIO nanueHToB ¢ BII B kauecTBe Tepanuu nepBou JIMHUH.
[MTauuentam ¢ BII ¢ nopaxeHHOI/ WJIOMIAAbI0 HOBEPXHOCTH Tena < 5%, orpaHM4YeHHBIMU
MOPaKEHUSIMH TOJIOCTU PTa, HE YXyAUTAIOWMMH TPUEM MHUIIH U He TPeOYIOIUMHU aHaJIbI€THKOB,
PDAI (PemphigusDiseaseArealndex) < 15,23, pekoMeHIOBaHO JieueHUE pHUTyKcuMabom (2
uHOy3un 1o 1 r ¢ uHTepBANOM B 2 Hexenn) otaenbHo uin B codetanuu ¢ I'KC (mpennusomnon 0,5
MT/KT/CYT), C TOCTETICHHBIM CHIKEHMEM JT03bI JI0 MOTHONW OTMEHBI uepe3 3—4 mecsma. [lanuentam
C MHOKECTBEHHBIMHU MOPAKEHUSMU CIM3UCTHIX 000JI0YEK, TSHKEIBIMHU MOPAKEHUSIMHU MOJIOCTH pTa
Wi ucharneyc norepeii Beca, CHIBHONW OOJBbIO W/WIIM MOpakeHueM Koxu > 5% BSA, npu
PDAI> 15 u <45 (ymepeHHOI creneHu TspKecTH Iy3slpuatku) wid PDAI> 45,23 (Tspkenoit
CTeTeHH, TSKECTH, JTy3bIPUaTKH), PEKOMEHI0BAaHO JieueHHe puTykcuMadbom (2 mHpy3um o 1 r ¢
uHTepBAIOM B 2 Hexenu) B couetanuu ¢ ['KC (mpenuu3onoH 1 MI/Kr/cyT) ¢ MOCTETIEHHBIM
CHUKEHHUEM JI03bI JI0 TIOJIHOM OTMEHBI uepe3 6 mecsies [25].

D¢ hexTUBHOCTS U 0E€30MACHOCTh MPUMEHEHUS PUTYKCHMaba OTpakeHa B KIMHUYECKOM
uccnenoBanun 2022 r., B kotopoe Obuto BKIoueHO 20 OonbHBIX ¢ pedpaxtepHoit BII u
JMCTOBUIHOM My3BIpUaTKO B Bo3pacTe oT 24 1o 72 ner. [larmentam Obu1M IpoBeieHBI 2 HHDY3UH
purykcumaba mo 1000 mr c untepBasiom B 2 Henenu. V3 Hux 11 GombubIX (55%) mocturiu
nosiHoi pemuccun U 4 (20%) — 4YacTUYHOM, IPU ATOM Yy BCEX NALMEHTOB J103a MPEIHU30JI0HA
ObUIa CHW)KEHAa B COOTBETCTBUH C 3apaHee YCTaHOBJIEHHBIM rpaduxom ¢ 15-30 mo 10 mr/cyt B

CBIBOPOTKE KpoBH K 112-my nHio (T. €. Ha 16-ii Henene) U Ha MPOTSXKEHUH BCErO UCCIEAOBaHUS 10



168-ro nus (1.e. 24 Henenu). Yactora peMuccuil nmpeBbicuiIa 3a1anubii nopor (5%). Kpome Toro,
C TEueHHEeM BpPEMEHH HaOII0NANIOCh 3HAYUTENIBHOE YIIYYIICHHE KIMHUYECKOW KapTHUHBI U
CHI)KEHHE YPOBHS aHTHUTEN K IECMOTJIEUHY B CBIBOPOTKE [26].

B oreuecTBeHHO# NUTEpaType BCTpEUACTCs OJHO M3 IMEPBBIX OMUCaHUU 3(pdeKTuBHOrO
npuMeHeHust putykcumaba B 2022 r. B neyenun namuenrta 16 ger ¢ BII (unnekc PDAI — 56).
BonbHOMY B KauecTBe Tepanuu MEepBOM JUHUM Ha3zHaueHbl 2 uHOy3uu purykcumada 1000 mr
BHYTPUBEHHO KalelIbHO C MHTEPBAIOM B 2 HEACIM M METHIIPETHH30JOH B J03€¢ 32 MI/CyT ¢
MOCTETICHHBIM CHIDKEHHEM JI03bI JI0 MOJMHOW OTMEHBI uepe3 8 MmecsieB. Ha ¢one mpeBoaumoit
Tepanuu uyepe3 1,5 Mecsla AOCTUTHYT IOJIHBIN perpecc BeIchinaHuil. Yepe3 3 m 6 MecsleB)oT
Hayaja Tepaluu COAEp KaHHE aHTUTE] B ChIBOPOTKE KPOBM (MCCIIEJOBAHUE METOAOM HEpPSIMOMN
UMMYHOQITyopeclieHIInM) K aecMmoryienHy | coorBerctBeHHO coctaBwio 0§l u 0,09 En/min, x
necmorienny 3 coorBerctBeHHO — 171 u 0,05 En/mn. Ilocne 3aBepmicHus KypCa Tepanuud u
ormensl cucremMHoro I'KC coxpansinack nmonHast pemuccust 3a06QsfeBanus [27):

Onucan cimydail 3¢G¢GEKTUBHOTO JICUEHUS PUTYKCUMAOOM Mooibix >keHIuH ¢ BII,
KOTOpBIE TOJIy4aly JIEYEHUE B iepMaToBeHepoornueckom otaenenunr’I bY3 MO MOHUKU nwm.
M.®. Brnagumupckoro (MOHUKW) B mepuon ¢ nexabps 2020 mo mait 2021 r. Ianuentkam
BBITNOJHEHBI 2 nH(Y3uK purykcumaba B 1o3e 1000 MeB 1-it upl4-ii 1M neueHus.

VY OHOM NMAaMEeHTKHU Ha KOKE TYJIOBUIIA U KOHEUHOCTEN OIPEACIISINCE MHOKECTBCHHBIC
My3BIPH € APsA0JION MOKPBIIIKON € CEPO3HO-TeMOPPATHUYECKUM COAEPKUMBIM B OOJIACTU CIIHHBI,
CKJIIOHHBIE K CIHMSHHIO M OOpa3ylomye OOIIMpHBIE yYacTKH OTCIOMKH SMHUIAEpMHUCA IO THUILY
«MOKpOH mpocThiHW». Ha 3-if Heneme,or MOMeHTa mepBoil MH(QY3UH pUTyKcuMaba y OoJbHON
HaOroanach MOJOXHUTEIbHAs L JMHAMMKAa CO CTOPOHBI MATOJOTMYECKOro Ipolecca B BHUE
ANUTENN3aUNU 3po3uil. Bifiors nopkoHna anpens 2021 r. tepanusa I'KC nponomkanace B 1o3e 85
MT/CyT, Tocjie 4ero ObUI0 MHUMMHPOBAHO MOCTEINEHHOE CHI)KEHUE N03bl MpeaHu3osoHa. Jlanee
NalreHTKa HabMionanach aMOyIaTOpHO, TPU 3TOM COCTOSIHUE €€ KOXKH INPOJOJIKAI0 MEIEHHO
YIIy4IIaThCS.

Y Apyrei manMeHTKH BBICHIIAHUS ObUIM TPEACTaBICHBI B BHJE MHOXXECTBEHHBIX
MOBEPXHOCTHBIX 3po3uil pazmepamu oT 0,5 10 8 cM ¢ CEepO3HO-THOMHBIMM, IUIOTHO CHUISAIIUMU
KOpKaMHy Ha moBepXxHOCTU. HecMoTps Ha cOoOMIOIEHHBIN CTAaHAAPTHBIM AJITOPUTM MPEMETUKAIIH,
y Hee HalJIoJanoch pa3BUTHE MH(PY3MOHHOM peakiMH B BUAE SPUTEMBI KOXKM M Taxukapauu. K
MOMEHTY BBITIOJHEHUsI BTOpOW WHQY3MM pHUTyKCcHMMaba (uepe3 2 HelenHu) COCTOSHUE KOXHU
3HAUUTENIBHO YJYUYIIWIOCh: CBEXKHE BBICHIIAHUS OTCYTCTBOBAJIM, OTMEUAINUCh MEJICHHAs
SNUTENU3AlMS M yMEHbIIEHHE 3po3uil B pasmepax. Cmycra 1 mecsn OT Hayana JeuyeHUs
3a(huKcUpoBaHa MOJIHAS SMUTENN3AUS 3pO3Hid. boibHAas BbIMMcaHa IS MPOJAOIDKEHHS JICUSHHS Ha
amMOyJIaTOpHOM JTare, [03a METWINPEIHU30JIOHa TPHU BBHIMHCKE CHIWXKEHa 10 44 Mr/cyT ¢

pEKOMEHalMel 10 €€ JalbHEHIIEMY IOCTENEHHOMY CHMKEHUIO [28].



OnucanHble KIMHUYECKHE CIy4ad IEeMOHCTPUpPYET 3(PQPEeKTHUBHOCTh M O€30MacHOCTh
purykcumaba B KauecTBe Tepanuu mnepBoil iuHuu BII B komOunammu ¢ cucremHsiM ['KC

MMPUBO3MOKHOCTHU GBICTpOFO CHMIKCHHA JO3bI IIOCICAHUX U UX HOCJIG,Z[yIOH_Ieﬁ IMOJIHOM OTMEHOM.

3akiao4eHue

BII — 5310 TsKEnoe ayTOMMMYyHHOe 3a0ojeBaHHE, KOTOpoe 0e3 CBOEBPEMEHHOrO,
aZIEKBaTHOTO JICUCHUS MOXET IMPUBECTH K JeTanbHOMy wucxony. B Poccuiickoit @enepanuu
OCHOBHbIM MetronoM Tepanuu BII sBusercs Hasnadenue cuctemMubix ['KC, mmmrensHoe
MPUMEHEHHE KOTOPhIX B BEICOKMX JI033aX MPUBOAUT K TSXKEIBIM TOOOYHBIM (D PEeKTaMm.

Jleyenne mammenToB ¢ BIl  reHHO-MH)KEHEPHBIM  OHMOJNOTMYECKMM  MpPErapaTom
pUTYKCUMaboM coBMecTHO ¢ mpumeHeHueMm cucteMHblx ['KC mozBonser nobutbest OpicTpoii Uy
gacTu OONIbHBIX TONMHOW OTMeHBI cucTeMHbIX [ KC B TeueHne 3—8 MecsieB, a TakKe yMEHBIIAeT
PUCK BO3HMKHOBEHHSI TOOOYHBIX SIBICHUH OT AIUTENbHOH gfepamuu cueremubeiMu ['KC. Orta
KOMOMHAIMST MOXET OBITh PACCMOTPEHA B KaueCTBE HOBOTO TEPANEBTUYECKOTO BAPHAHTA JICUCHHS
narnueHToB ¢ BII kak B kauecTBe MepBOM JIMHUM TEPaluM, TaKk W HpH Oe3yCHEemHOCTH JICYCHUs
cucreMabiMu ['KC, a Taxxke mnpu HaIM4YUM CONMYTCTBYIONIMX 3a00JIEBaHUM W/WIKM Pa3BUTHUSA

00OYHBIX A(PPEKTOB, HE TTO3BOJISIONINX HA3HAYUTH ajieKBaTHBIC 10361 ['KC.
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PUCYHKH ‘

(puc. 1, a) (puc. 1, 6) (puc. 1, 8)

Puc. 1. Knuauyeckue MposiBICHUS HA CIU3UCTOM OOOJOYKE MOJOCTH pTa (OMHCaHUE B
TEKCTe): @ — A0 TEeparuu PUTyKCUMaOOM; 6 — Tociie 2 BBEIEHHH pUTyKcuMada; ¢ — mocie 4
BBEICHUI puTyKCuMaba

Fig. 1. Clinic on the oral mucosa (description in the text): @ — before rituximab therapy;



60— after 2 injections of rituximab; 6— after 4 injections of rituximab

(puc. 2, a) (puc. 2, 6) (puc. 2, 6)

Puc. 2. KnuHndeckue MposiBICHHS HA KOXC KMBOTA aHWe B TEKCTE): @ — JIO
Tepanmuyu pUTyKcuMaboM; 6 — Tmocie 2 BBEICHUH . PUTYKCUMaba; ¢ — mociie 4 BBEACHUIA
purykcumada

Fig. 2. Clinic on the skin of the abdo iption in the text): a — before rituximab

therapy; 6 — after 2 injections of ritu

(puc. 3, a) (puc. 3, 0) (puc. 3, 8)

Puc. 3. Kiimanueckue MPOABJICHUA HA KOKC CIIMHBI (OHI/IcaHI/Ie B TCKCTC)Z a — 10 TCpaliuu

putykcumMabom; 6 — mociie 2 BBeICHUH puTykcumaba; 6 — mociie 4 BBEICHHI pUTyKCHMaba
Fig. 3. Clinic on the skin of the back (description in the text): a — before rituximab

therapy; 6 — after 2 injections of rituximab; ¢ — after 4 injections of rituximab
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Puc. 4. I'mcronormyeckoe McciepoBaHHE OMONTAaTa KOXKH,0KpAacka I'eMaTOKCHIMHOM MU

503uHOM, X 100 (omucaHue B TEKCTE)

Fig. 4. Histological examination, hema

the text)

(puc. 5, a) (puc. 5, 0) (puc. 5, 8)

Puc. 5. Tlonnas »snurtenuszanus 5po3uil mociae 6 MecsAlleB OT Hadajla Tepanuu

pPUTYKCHMaOOM (OIHMCaHHE B TEKCTE): @ — Ha CIM3HCTON 000JI0YKE IMOJOCTH pTa; 6 — Ha KOXKe
KHBOTA; 6 — Ha KOXKE CITHHBI
Fig. 5. Epithelization of erosions has been completed after 6 months from the start of

rituximab therapy (description in the text): a — on the mucous membrane of the oral mucosa; 6 —



on the skin of the abdomen; 6 — on the skin of the back
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Puc. 6. I'ucronoruyeckoe uccieqoBaHue OMOMNTAaTa KOXKH, OKpAacKa reMaTOKCHIIMHOM H
703uHOM, X 100 (omucaHue B TEKCTE)
Fig. 6. Histological examination, hematoxylin and eosin staining, x 100 (description in

the text)

(puc. 7, a) (puc. 7, 6)

Puc. 7. UccnenoBanue PUD c anturenamu k IgG B Ouonrate BUAMMO HETOPAaKEHHOM
KOXU (onucanue B Tekcre): a — yenuuenue 1:200; 6 — yBenuuenue 1:600

Fig. 7. Immunofluorescence test with antibodies to IgG (description in the text): a —

magnification 1:200; 6 — magnification 1:600



(puc. 8, a) (puc. 8, 0) (puc. 8, 8)

Puc. 8. Kimmanueckue MMPOABJICHUSA Ha KOXKC peﬂHeﬁ I10B OCTH TYJIOBHIIIA (OHI/IcaHI/Ie

B TEKCTE): @ — J0 Tepanuu pUTyKCHMaboM; O — TOC BBEJICHUN pUTyKCHMaba, 6 — mocie 4

BBEJICHUN pUTYyKCHUMaba

Fig. 8. Clinic on the skin on the front of the body (description in the text): a —

-

(puc. 9, a) (puc. 9, 6) | N pc. 9,8)

Puc. 9. Kinunuueckue nposiBICHUS Ha KOXKE 3a/IHEH MOBEPXHOCTH TYJIOBHIIA (OIHCAaHKE B
TEKCTe): @ — A0 Teparuu PUTyKCUMaOOM; 6 — TOciie 2 BBEJICHHH pUTyKcuMabda; ¢ — mocie 4
BBEICHUI pUTyKCuMaba

Fig. 9. Clinic on the skin on the back of the body (description in the text): a — before

rituximab therapy; 6 — after 2 injections of rituximab; ¢ — after 4 injections of rituximab
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