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060cHOBaHHe. BynbrapHas ny3bip4yaTtka — ayTOMMMYHHbIN OYy1€3HbiN epMaTtos. JledeHue, KaK rnpaBuio, COMPSIKEHO
C MOMXMN3HEHHbIM MPUEMOM 0AAEPKNBAILLEN J03bl CUCTEMHbIX [TTIOKOKOPTMKOCTEPOMAOB, YTO MPUBOAMT K BOSHUKHOBEHUIO
cepbe3HbIX MOO6OYHbIX IQHEKTOB, 0OCOOEHHO y AeTeln. OnncaHne KIIMHUYecKoro cayyas. MasnbunK, 16 f1eT, ¢ TsXKe/bIM Teve-
HMEM BY/brapHo# ny3bipyYyaTKW. [AnarHo3 noATBep)KaeH pesybTataMu UCCe0BaHMs Ma3KoB-0TIIEYaTKOB CO JHa CBEXMX
3po3ui (06HapyKeHo > 50 aKaHTOJIMTUYECKNX KIETOK), MMCTOI0MMYECKOro MCCAeA0BaHms 6MONCUIMHOIO Matepuana Koxu
M3 o4ara rnopaKeHusl ¢ ry3blpHbIM 3/IEMEHTOM (B LIEHTPEe GuonTata JIoKaau3yeTcs cynpabasasibHbli ry3blpb, B M0JI0CTH
KOTOPOro mnpucyTCTBYHOT QUOPUH, HENTPODUIIbHBIE TPAHYIO0LMNTbI, aKaHTOJIMTUYECKNE KIIETKM), GBUONMCUMHOro matepuasa
KOXKM, MOJTY4EHHOIr0 PSAOM C 04aroM nopakeHus (C yd4acTKka BU3yasbHO 3J0P0BOM KOXM), C MPUMEHEHMEM METOA0B NPsSIMOH
UMMyHoIyopecLeHUmm (06Hapy)KeHo oT0xKeHue ISG Ha MOBEePXHOCTH KepaTUHOLMTOB Ha BCEM MPOTSIKEHMM NMAepMmca)
n MMMYyHO(EPMEHTHOro aHa/m3a (BbisiB/ieHbl ayToaHTuTena IgG K gecmormnenHy 1 — 121 Ea/mn (Hopma < 20 Eg/mn)
n gecmornenHy 3 — > 200 Eag/mn (Hopma < 20 Ea/mn)). B kayecTtBe Tepannm nepBou IMHUKU Bblain Ha3HaYeHbl FTEHHO-MHXKe-
HEPHbIN GUONOrMYECKUI nNpenapaT PUTYKCUMab U CUCTEMHbIN [TTIOKOKOPTUKOCTEPOMA METWUIMNPEAHU30/IOH C NOCTENEHHbIM
CHMXEHMEM [03bl 1O MOJIHOM OTMEHbI Yepe3 8 mec. [locie 3aBepLUeHUs Kypca Teparnmum U OTMEHbI CUCTEMHOIO TTHOKOKOP-
TUKOCTEpOMaa COXpPaHSIETCS MoJiHasi pemuccusi 3aboseBaHns. 3aKmodeHne. KombuHupoBaHHasi Tepanus CUCTEMHbIMU
[TIIOKOKOPTUKOCTEPOMUAAMM U PUTYKCUMABOM MOXET BbiTb PACCMOTPEHA B KAYeCTBE Teparnuu nepBoH JMHUK y NaLMeHToB
JETCKOro Bo3pacTa C BY/brapHoH My3blp4yaTKOM B CBSI3N C OTHOCUTE/IbHO HW3KMM PHUCKOM peuuaMBa focae [oCTaToOYHO
ObICTPOV M [10JIHOM OTMEHBI NpenapaTos.
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OBOCHOBAHME Ot 1,4 po 2,9% cny4yaeB By/lbrapHon ny3blpyaTKW AnarHo-

BynbrapHaa nysbipyaTka — pefKoe U3Heyrpoxkatollee
ayTOMMMYHHOE Ny3blpHOEe 3a60N1eBaHNE KOXMU U CIMBUCTbIX
060/104€EK U3 IPyNMbl aKAHTOIUTUHECKMX Ny3bIpHaToK [1, 2].
[o Havyana XX B. TEPMUH «My3blpYaTKa» 06beanHaN B cebe
BCE XPOHUYECKMe MNy3blpHble 3aboneBaHus [1]. B 1964 .
E.H. Beutner 1 R.E. Jordon BbISBUIX B CbIBOPOTKE KPOBW
nauueHToB C BYNbrapHOM My3blpYaTKOM LMPKYyIUpylolwune
ayToaHTUTeNa, HanpasfieHHble K aHTUIeHHbIM KOMMOHEH-
TaM Ha MOBEPXHOCTU KINETOK MHOIOC/IOMHOrO MJIOCKOro
3NUTENNG, YTO MO3BONWUIO AuddepeHLMpoBaTL Bynbrap-
HYIO NMy3bIpYaTKy KaK TKaHecrneundmnyeckoe ayTouMMyHHOE
3abonesaHue [3].

Ha ponto BynbrapHow ny3bipyaTKM MPUXOAMTCS [0
70% BCex Cny4aeB aKaHTONMUTUYECKUX My3bipyaToK [4].
3aboneBaemocTb BapbupyeT oT 0,5 Ha 1 MAH HaceneHus
B fepmaHuun go 16,1 Ha 1 MnH Hacenexus B M3paune [5].

CTUpPYIOT y AeTen [6, 71.

[MCTONIOrMYEeCKOM XapaKTepPUCTUKOW ByNbrapHou ny-
3blpYaTKM SBASAIOTCH MHTpPaanuMaepmalbHble My3blipu, 06y-
C/IOBJIEHHbIE MOTEPEN MEXKK/IETOYHbIX CBA3eW B cynpa-
6a3anbHblX OTAeNax anNUTenusa B pesy/bTaTe CBSA3biBaHUSA
ayToaHTuUTen Knacca IgG co cneumduyeckumm Monexkynamm
MEXK/IETOYHOM aare3mm — TpaHCMeMOpPaHHbIM 4ECMOCO-
MasibHbIM TJIMKONPOTEMHOM AECMOMNIEMHOM 3, @ B HEKO-
TOpbIX chyvyasx u gecmornenHom 1 [4, 8]. Y nauueHTOoB
C MopaKeHMem TONbKO CAM3UCTbIX 060N0YEK, KaK npa-
BW/IO, KOHUEHTpaLMUs aHTUTEeN K AecMorfienHy 1 Hu3Kkas
nnu Boo6lle He onpegensetcs. MNpu TAKENOM nopaxKeHun
KOXM M CNUBUCTbIX 060/1I04EK BbISBASIOTCH BbICOKME KOH-
LeHTpaLMM aHTUTEN U K OECMOMenHy 1, u K AecMorneu-
Hy 3 [9]. KpaiHe BaXKHO NpaBW/IbHO ONpeaenuTb YPOBEHb
3aneraHus ny3bipen ang nposeaeHns audodepeHumanbHom
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[OMarHOCTUKM Ny3blpYyaTKKM OT APYrux cyb6anuaepmManbHbIX
ny3blpHbIX 3a6oneBaHunm [10].

[Mpn BynbrapHon ny3bipyaTKE MOParKEHUS CAU3UCTOM
060/104KN MOJSIOCTU pTa PETrUCTPUPYIOTCSH KaK HayanbHbIM
npu3HaKk 3ab6oneBaHua y 50% nauyueHToB. M3meHeHus
CNM3UCTOM 060/I0YKM MpeacTaBieHbl 6bICTPO BCKPbIBaAlo-
WMMHKCS Ny3bIpsiMK, OCTaBASOWMMK noce cebs 3apo3un
M 93Bbl, KOTOpPble MOMYT GbiTb HACTONbKO GONE3HEHHbIMMU,
YTO NaLMEHT HE MOXKET HU €CTb, HWU NKUTb [2, 11]. Bo3mMOXKHO
nopakeHne Apyrunx CInM3ncTbiXx 06004€EK, B TOM YnUCAE BY/lb-
BOBaruvHasbHbIX, Ha3abHblX, KOHbIOHKTUBASbHbIX, FOPTaHM,
ypeTpbl U XKenyao4yHo-Kuwe4vyHoro Tpakta [2, 8]. KorkHble
BbICbINaHWS NPW BYNbrapHOM My3blpyaTKe MOryT IOKann3o-
BaTbCs Ha IOO6OM y4aCTKe KOXKHOro Nokposa, HO Hanbonee
4acTo JIOKaNM3YITCA Ha KOXe BOJIOCUCTOM YacTW rO/oBbl,
Wwen, NOAMbIWEYHbIX BMaAWH, BEPXHEW 4YacTu TynoBuuia
W NpeacTaBfieHbl BANbIMU Ny3blpIMU Ha BHELHE 340P0BOW
KOXe, 9po3nsiMn, KopKamu [2, 8].

B avarHoctvke BynbrapHoW Ny3bipyaTKWM Hapsagy ¢ noa-
po6HbIM COOPOM aHamMHe3a M OCMOTPOM MalMeHTa TaKKe
nccneayloT Ma3Kn-oTnedYaTky Co Ha CBEXMX 3P03UN CNU3K-
CTbIX 060M0YEK U/UNKU KOXKMK C LIENbI0 OOHaPYXEeHUs aKaH-
TO/IMTUYECKUX KIETOK, MPOBOASAT TMCTONOrMYecKoe uccre-
noBaHWe OWOMCUMHOrO Martepuana KOXKWU WAU CAU3UCTOM
060/I04KM C MecCTa o4vara nopakeHus, uccrnegoaHne 6uMo-
NMCUMHOrO MaTepuana KoXwu, Nofy4eHHOro PSAOM C 04arom
Nopa*KeHs, ¢ MPUMEHEHMEM MeToda NPSIMON UMMYHObyO-
pecueHLnn, UccneaoBaHue CbiIBOPOTKM KPOBKU MMMYHOdEp-
MEHTHbIM METOAOM AN BbiiBNeHus IgG-ayToaHTUTEN K Aec-
mMorneunHy 3 n gecmornenHy 1 [10].

Onsa neyeHus BynbrapHon nysbipyaTkn B Poccun valwe
BCEro WCNoNb3YylT CUCTEMHbIE TIIOKOKOPTUKOCTEPOUbI
(FTKC) [12]. Onsa noBblweHns adpdekTnBHocTM TKC U cHu-
KEHMS UX KypCOBOM J03bl PEKOMEHAYETCA AOMONHUTENbHO
Ha3HaunTb MeToTpeKcaT [12]. Mpu HepgocTaToyHOM 3ddeK-

TMBHOCTM [KC ¥ HanvyMm NpoTMBOMOKA3aHWMW K npume-
HEHUIO MeTOoTpeKcaTa PEeKOMEHAOBAHO Ha3Ha4yuTb LMKIIO-
CNopWH unu asatuvonpuH [12]. Mpu oTcyTcTBUM addeKTa
OT OMWCaHHbIX Bbllle KOMOGMHaAUMM K Tepanuu MoryTt ObiTb
nob6aBneHbl UMMYHOIMNOGYNMHbI, N1a3dMmadepes Uan 3KCTpa-
KoprnopanbHasa ¢oTtoxumuotepanusa [12]. Ony6aMKoBaHO
HECKOJIbKO MCCneaoBaHWK, noAaTBepaatlowmnx apdeKTmns-
HOCTb M 6€e30MacHOCTb MPUMEHEHUS pPUTYKCMMaba B KOM-
6uHaumn ¢ cuctemHbiMu TKC npu BynbrapHow ny3bipyaTtke,
B TOM yucne y geten [7, 13].

Putykcumab — reHHO-UH}KEHEPHOE MOHOKJ/IOHabHOEe
aHTUTEeNo, ceA3biBatoleecs ¢ aHTureHom CD20 Ha B-aum-
dounTax M MHULMKMPYOLLEE WUMMYHONIOTMYECKME peaKLnu,
onocpeaytowmne nusuc B-knetok [14]. B cnyyae Havana
KOMOGWHMPOBaHHOW Tepanuu PUTYKCMMaboM W CUCTEMHbI-
Mn TKC BO3MOXHO ObICTPOE CHUXKEHME [O03bl MOCAEAHMUX
C nocneayolLLen NOTHON OTMEHOM, YTO YMEHbLUAET PUCK BO3-
HWKHOBEHUS MOBOYHbIX 3GDEKTOB OT ANUTENbHOW Tepanuu
cuctemHbimm TKC [15, 16]. EBponenckoe 06LWECTBO AepMa-
Tonoros u BeHeponoros B 2020 r. BKIOYUIO PUTYKCMMAO
B K/IMHMYECKME pEeKOMeHAauuu Mo BeAEeHWIO MNaLMeHTOB
C BYy/ibrapHoOM My3blp4aTKOM B Ka4yecTBe Tepanuu nepBou
NHUK [15]. BavgHue aTux peKomeHgauun Ha pesynbraTbl
KOMOMHWPOBAHHOIO NIe4YEHUs JeTen C BybrapHoOM ny3sbipyart-
KOW C npuMeHeHneM cuctemHbix N'KC n putykcumaba B oTe-
4YeCTBEHHbIX paboTax (KaK UccneaoBaHUsX, Tak U OTAENbHbIX
KJIMHUYECKUX HABNIOAEHUSX) paHee He ndyyanu.

KNIUHUYECKHUIA NPUMEP

O nauueHTte

Manbuuk P, 16 neT, nocTynun ¢ anobamu Ha 0OLWMPHbIE
60/IE3HEHHbIE 3PO3MN Ha CAM3UCTOM 060SI0YKE POTOBOW
MONOCTH, MHOMECTBEHHbIE My3blpHbIE BbICbINAHKS, 3P0O3UN
M KOPKM Ha KOXe nuua, CMWHbI, FPyAn, BEPXHUX KOHEYHOC-
TeW, BHYTPEHHEN MOBEPXHOCTU AroauL, U MOJSIOBOM YNIEHE.
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Rituximab in the Management of a Child
with Pemphigus Vulgaris: Case Study

Background. Pemphigus vulgaris is an autoimmune bullous dermatosis. Its management generally involves lifelong administration
of maintenance dose of systemic glucocorticosteroids, that leading to serious adverse effects especially in children. Clinical case
description. Patient is the 16 years old boy with severe course of pemphigus vulgaris. The diagnosis was confirmed by the results of cell
smear study from fresh erosions (> 50 acantholytic cells were revealed), histological examination of the skin biopsy from the lesion with
the vesicle element (suprabasal vesicle was localized in the center, it included fibrin, neutrophil granulocytes, and acantholytic cells),
skin biopsy from the area near the lesion (visually healthy skin), via direct inmunofluorescence methods (IgG deposition was detected
on keratinocytes’ surface throughout the epidermis), and enzyme-linked immunosorbent assay (desmoglein 1 IgG autoantibodies —
121 U/mL (reference value < 20 U/mL) and desmoglein 3 — > 200 U/mL (reference value < 20 U/mL)). Genetically engineered biologic
drug, rituximab, and systemic glucocorticosteroid, methylprednisolone, were prescribed as first-line therapy with gradual dose reduction
to permanent discontinuation in 8 months. Complete remission maintained after the completion of therapy course and discontinuation
of systemic glucocorticosteroid. Conclusion. Combined therapy with systemic glucocorticosteroids and rituximab can be considered as
first-line therapy in pediatric patients with pemphigus vulgaris due to relatively low risk of recurrence after rather rapid and complete
drugs’ discontinuation.
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MauneHT oTMeYaeT BblparKeHHY0 601e3HEHHOCTb 3P03UK Ha
CNM3NCTOM 060JSI04KE POTOBOM NOSIOCTU, B OCOBGEHHOCTU NpK
npueme nuwu. O6Liee COCTOAHME Ha MOMEHT OCMOTpa TsXKe-
noe, Temnepatypa Tena 36,4 °C, macca tena — 82 Kr, pocT
(ctos) — 180 cm. MaTtonornun co CTOPOHbI ApYrMX opraHoB
M CUCTEM BbISIBIEHO HE Bblfo.

M3 aHaMHe3a U3BECTHO, YTO pebEeHOK OT TpeTben bepe-
MEHHOCTU (6€3 OCNOXKHEHWKN), TPETbUX POAOB, AOHOLIEH-
HbI, POC W pas3BMBaNCS B COOTBETCTBMM C BO3PACTOM.
HacnencTBeHHbIM U anneprosiorM4ecku aHaMHe3 He OTAro-
leH. 3a 5 mec Jo rocnuTanM3aumm NnepeHec oCTpbIi TOH3WUI-
JIAT € NoBbILeHWeM TeMmnepatypbl 4o 39 °C, Ha doHe KOToporo
OTMETWN NOABNEHME MEPBbLIX BbICbINAHWMA, NPEACTaBAEHHbIX
60/1€3HEHHBIMU 3PO3USAM Ha C/IM3UCTOM 0B0N0YKE MONOCTH
pTa. bbino npoBeaeHo ambynaTtopHOE Ie4eHNe, KOTOpoe He
npMBeNno K NOSIHOM 3NUTENU3aLnn 3P03Ui, B CBSASKU C YEM
pebeHOK Oblsl KOHCYNLTUPOBaH B KOHCY/AbTaTUBHO-AMArHO-
CTUYECKOM LIEHTPE MO MECTY XKMUTENbCTBA, rae 6bin BbiCTaBleH
AMarHo3 «reprnetuyeckas MHGEKLUMs», Ha3Ha4YeH Kypc npo-
TUBOBMPYCHOM Tepanuu. B cBA3K ¢ ee HEIDPEKTUBHOCTbLIO,
yXyAWEHUEM COCTOSIHWSA, yBENWYEHMEM MNMOLWaAn Mopake-
HUS CNIM3UCTOM 06O0I0YKM POTOBOM MOMIOCTU Yepe3 Mmecsl,
nocne npeaplaylen KoHcynbtaumm pebeHoK 6bl1 OCMOTPEH
OHKONOrom, 6bin BbICTaBAEeH AnarHos: «JinmdaaeHuT nog-
YentoCTHOW. [PUBKOBLIM TMOCCUT. TMHIMBUT». Kypc Tepanuu:
dnykoHason 150 Mr/cyT B Te4eHue 7 CyT, BUTaMUHOTepanus
(petnHona nanbmutat 55 Mr/cyT 2 Hea, a-ToKodepona ale-
Tat 100 mr/cyt 2 Hen, donuneBas Knucnota 1 mr/cyT 2 Hepn),
OpoLUEeHMEe CNU3UCTOM 0OBONOYKM POTOBOWM MOJSIOCTU PacTBO-
pamu dypaumnuHa 0,02%, knotpumasona 1%, HaTpus TeTpa-
6opaTa 20%, obnenuxoBbiM mMacnom. Tepanua 6e3 apdeK-
Ta: perpecc BbiCbiNaHWM He npou3owen. 3aboneBaHune
nporpeccupoBano, NosSBUMAWCL BbiCbiNaHWUA Ha Tene, npea-
CTaBfieHHble BEe3WKynamMu W Ny3blpsiMKU, KOTOpble 6bICTPO
BCKPbIBaNUCh C 06pa30BaHUEM 3PO3MI U CEPO3HO-remoppa-
FMYECKMX KOPOK. KOoHCynbTMpoBaH AepMaToNorom MOBTOPHO,
3anofo3peH anarHo3d: «BynbrapHas nysbipyatka? CuHApOM
CtuBeHca — [J)KOHCOHa?», NpPOBEAEeHO LMUTONOrM4yeckoe
nccnefoBaHMe Ha aKaHTONWTUMYECKME KNEeTKM B Ma3Kax-
oTneyaTkax Co AHa CBEXMX 3p0o3uin, 06HapyxeHo > 50 Kne-
TOK. B CBA3M C TAXKECTbIO KOXHOIO MaTo/0rMYyeckoro npo-
Liecca naumeHT 6bin HanpaBieH Ha rocnuTanudauuto 8 HUN
netckon gepmatonornn HMUL, 3gopoBbst aeten (Mocksa).

dusuKkanbHaa AMarHocTMka

Ha MOMEHT NOCTYyN/IEHNSA KOXHbIM NaTOIOrMYECKUI Npo-
LlecC Mmen pacnpocTpaHeHHbIM, CUMMETPUYHBIM XapaKTep,
Obl1 NPEeACTaBNEH MHOIMOYUCAEHHLIMU MATHAMKW, BE3WKyna-
MU, Ny3blPSMU, 3PO3USIMU U KOPKaAMU, PaCMONOKEHHbIMU Ha
KOXe nuua, TynoBuLLa, KOHEYHOCTEN, 061acTU FreHUTanun,
a TaKXKe Ha CnM3KcToM 060SI04YKE MOJIoCTM pTa M Hoca. Ha
CNU3MUCTOM 060N0YKE LWEK, TBEPAOrO U MArKoro Heba, geceH
N 3blKa BM3YyalM3MPOBaNNCb MHOXECTBEHHbIE 3p0o3nK. Ha
KOX€ KpaCHOM KaWMmbl ry6 BbiCbiNaHMs 6blivM NpeacTaBieHbl
OGLIMPHBIMK CAUBAIOWMMUCS MeXay CO60M 3pO3nNsMU, ean-
HUYHBIMW NY3bIPSIMU C BANION MOKPbILWKOW, CEPO3HO-TEMOp-
parnyeckumn Kopkamu (puc. 1A, B). Ha Koxe nuua, CnuHbI,
rpyau, BEPXHUX KOHe4yHocTen (puc. 1B—E), nonoBoro yneHa
W BHYTPEHHEN MOBEPXHOCTU AroAauL, IOKannM3oBanucb BE3n-
KyJbl U Ny3blipn anameTpoM ot 0,3 Ao 1,5 cM ¢ BSNOM TOHKOM
NMOKPbILWKOW, 3p03KK, CEPO3HO-reMOoppParmMyeckne KOpKu.

NS OUEHKWM TAXKECTU TeyeHus 60/1e3HM Obll MCMNOSb-
30BaH MWHAEKC NoWau MopaKeHuss npu nysblipyaTke
(Pemphigus Disease Area Index; PDAI). Mpu noacyerte y4u-
TbiBaM aKTUBHOCTb MOPAMKEHUS KOMM M CIU3KUCTbIX 060-
NI0YEK, a TaKKe BTOpPUYHble M3MeHeHUus. MaKkcuManbHoe
3HavyeHue PDAI cocTtaBnseT 263 6anna, Nnpu 3TOM Ha aKTUB-

HOCTb NaTONIOrMYecKoro npouecca npuxoamtca 250 6annos,
13 6an10B — Ha OLEHKY NOCTBOCMA/IUTENIbHbIX U3MEHEHWN.
TeyeHne 3aboneBaHus cymtaetcsa nerkmm npu PDAI < 15,
cpenHen creneHn Taxectn — npu PDAI > 15 n < 45, Taxe-
nbim — npu PDAI > 45 [17]. Y nauneHTa MHAEKC NopaXKeHus
coctaBun 56 6annos.

JlaGopaTopHble uccnegoBaHUs

KnunHnyeckuin aHanaus KpoBu 6€3 naTonornyeckux
U3MeHEeHUN. KIMHUYeCKMn aHain3 MO4YU: NOBbILLIEHNEe KOH-
LeHTpauun 6enka go 0,3 r/n (Hopma 0-0,25 r/n), aput-
pountoB — 14,9/MKn (Hopma 0—13,6/MKJ1), 3pUTPOLIUTOB —
2,7 B n/3p. (Hopma 0,1-2 B n/3p.). bruoxmmmuyecKkmi aHaam3
KpOBM: HE3HAYUTENbHOE CHUMKEHWE KOHLIEHTpaLun obLuiero
6enka — 61 r/n (Hopma 65-83 r/n), NOBbIWEHNE KOHLEH-
Tpauuu obuero 6unnpybuHa — 28,3 MKMOnb/n (HOpMa
3,7-22 MKMonb/n). Kpome Toro, 06Hapy»eHo NoBbllEHUE
B KPOBM cofepraHusa obuwero IgE — 249 Ea/mn (Hopma
<200 Ea/mn), anTuten (18G) K aecmornenHy 1 — 121 Eg/mn
(Hopma < 20 Eg/mn) u gecmornenHy 3 — > 200 Ea/mn
(Hopma < 20 Eg/mn).

ucTonornyeckoe wuccnegoBaHne 6uontTata KOXW U3
o4ara ropaeHusi ¢ My3blpHbIM 3ieMeHToM. OBHapyxeH
YMEpPEHHbIN aKaHTO3 anuaepmuca. B ueHTpe 6uonTaTta
noKanuayetcs cynpabasasbHbli My3bipb, B MOAOCTU KOTO-
pOro NpuUcyTCTBYIOT GUOPUH, HENTPODUIIbHBbIE FPAHYNOLIUTHI,
aKaHTONIUTUYECKNE KNETKU. BOKpYr MOSAHOKPOBHbIX COCY-
JOB yMmepeHHass nuMmdoructTmoumTapHas MHOUAbBTPaLMS,
B NPOCBETAX COCYAOB MPUCYTCTBYIOT NENKOLMTAPHbIE CTasbl.
3aK/to4eHne: BbIIBEHHbIE UBMEHEHMS MOTYT HabntoaaTbCs
NPy aKaHTONUTUYECKOM Ny3blpyaTKe (puc. 2).

UMMYHOQIyOPECLEHTHbIN aHann3 (peakuus npsamon
UMMYHOOIyopecUeHUMK) NnoKkasan otnoxeHue IgG Ha no-
BEPXHOCTU KepaTUHOLMTOB Ha BCEM MPOTSKEHWM anuaep-
MWCa, YTO COOTBETCTBYET BYy/ibrapHOM ny3bipyaTke (puc. 3).

MpepBapUTenbHbIA AUArHoO3
BynbrapHas nysbipyaTtka. MHaoekc PDAlI — 56 6annos
(TshKenoe TeveHue).

AnHamuKa u ucxopabl

B cBS3K C Ta)KeCTblo TevyeHus 3abofnieBaHus, PYKOBOA-
CTBYSiCb peKomeHauuamu EBponenckon akagemuun aep-
MaTtonorun u sBeHeposnoruu (EADV) [15], BpayebHOM KOMUC-
cuen 6bI10 MPUHATO pelleHne 06 MHUUMaLMK Tepanuu
FE€HHO-UHXEHEPHbIM BGUONIOrMYECKUM MpenapaToM PUTYK-
cumab, ase MHoy3mm no 1000 Mr Kaxpas, BHYTPUBEHHO
KanenbHo, C MHTepBaaoM B 2 Hed. Bo Bpems npoBeaeHus
nepson MHoy3MK npenaparta 6bliM 3adUKCUPOBaAHbI NOBbI-
lweHne Temnepatypbl Tena go 37,3 °C, nosBneHne ronoBHOM
60nu. anobbl 6bIM KynMpoBaHbl OAHOKPATHbIM MPUEMOM
néynpodeHa 400 Mr BHYTpb. TaKKe Obln Ha3HaA4YeH CUCTEM-
HbIn TKC metunnpeaHn3onoH no 32 mr/cyt (no 16 mr B 07:00
n 09:00), BHyTpPb, C MOCTEMEHHbIM CHWXEHWEM [O03bl —
yepes 6 Hef nocse Havyana Tepanun oo 26 mr/cyt, ganee —
Ha 1 Mr Kaxkayto Hepento. [JononHUTENbHO MPOBEAEH KypcC
aHTMbGaKTepuanbHOM Tepanuu npenapatoMm Ledas3onuH no
0,7 r 3 pasa/cyT BHYTPMBEHHO KanesnbHO B TeYeHue 7 CyT.
Ans npeaynpexKaeHUs pasBUTUS HEXenaTesbHbIX SBAEHWUM
Tepanuu cuctemHbiM TKC Ha BpeMs npuema MeTUNNPeaHu-
30/10Ha 6bIM Ha3HaYeHbl cneayolmMe npenapatbl: KaabLuus
Kap6oHat + Konekanbumdepon no 1 tab. 2 pasa,/cyT, Kanus
acnaparvHar + marHua acnaparvHat rno 1 ta6. 3 pasa/cyT,
33omenpasosna Maruusa Tpurngpat 20 mr no 1 ta6. 1 pa3/cyT.
CBerkne ny3blpu akKKypaTHO BCKpPbIBasW, MecTa CnaBLUMXCS
ny3blpen, a Takxe o6pa3oBaBLLMECH 3P03UK 0BpabaTbiBanu
1% pacTBOpPOM METUNEHOBOro cuHero 3—-4 pasza/cyt. And
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KnuHunyeckKoe Ha6noaeHue

Puc. 1. MNaumneHT P, 16 neT, ¢ ByNbrapHoi ny3bipyaTKkon npu NocTynaeHuu B cTaumnoHap
Fig. 1. Patient R., 16 years old, with pemphigus vulgaris at hospitalization

a

lNpumevaHume. A, b — MHOXXeCTBEHHbIE C/TMBAIOLLMECH 3PO3MU HA KOXKE KPaCHOW KanMbl Iry6, Ha CIM3UCTON 060/104Ke LWEeK, TBEPAOro

M MAFKOro Heba, ileceH U A3blKa; B — BbICbINaHUsA Ha KOXe TynoBuLLa, My3bipy U KOPKK Ha KOXe NpaBon NoaMbllLeYHON obnacTu,

[ — crpynnupoBaHHble My3bipy, 3P03UK U KOPKK Ha KOXe IeBOWM flonaTtovHomn o6nacTu; [l — ny3bipy M KOPKKU Ha KOXE NpaBon HaaKIYUYHON
obnactu; E — BbICbINaHWA Ha KOXKe KUCTEW: Ny3bipy, IPO3UN U KOPKM Ha KOXKE IEBON KUCTU, €ANHUYHbIN NY3biPb Ha KOXXE NPaBoOMn KUCTU.
McTouHuK: MypawkuH H.H. 1 coasr., 2021.

Note. A, B — multiple merging erosions on the vermilion zone skin, on the mucous membrane of cheeks, hard and soft palate, gums,

and tongue; B — rashes on the trunk skin, vesicles and crusts on the skin of right axillary region, ' — grouped vesicles, erosions and crusts
on the skin of left scapular region; [1 — vesicles and crusts on the skin of right supraclavicular region; E — rashes on the hands’ skin:
vesicles, erosions and crusts on the left hand’s skin, single vesicle on the right hand’s skin.

Source: Murashkin N.N. et al., 2021.

Puc. 2. MNauuneHT P, 16 net. [McTONOrM4yecKoe nccnegoBaHme 6Guontata KoM U3 o4ara nopaxKeHUs ¢ Ny3blpHbIM 3/1EMEHTOM

(A — yBenuyeHune x40, b — yBenuyenne xX100)

Fig. 2. Patient R., 16 years old. Histological examination of the skin biopsy from the lesion with the vesicle element (A — enlargement X40,
b — enlargement X100)

-

A IR Bl

MpumedaHue. CNNOWHbLIMU CTPENKaMK OTMeYeHa NonocTb cynpabasanbHoro ny3bips, MyHKTUPHOW CTPENKOW — aKaHTONMUTUYECKUE KNETKMU.
McToyHuK: MypawkuH H.H. u coasrt., 2021.

Note. Solid arrows arrows indicate the cavity of suprabasal vesicle, dotted arrow — acantholytic cells.

Source: Murashkin N.N. et al., 2021.



06pabOoTKMU CAN3UCTBIX 0600YEK MPUMEHSTU PAacTBOP MUpa-
MWCTUHa 2 pa3sa/cyT ¢ nocneayollen o6paboTKOM NoS0CTH
pTa n ryé 06/1ennxoBbIM Mac/ioMm.

Ha ¢oHe npoBoanmon Tepanuu K 1,5 mec 6bi1 OCTUT-
HYT NOJIHbIN perpecc BbiCbiNaHWi, a K 8 Mec yaanocb Mnos-
HocTblo oTMeHuTb TKC (puc. 4, 5). Yepesd 3 n 6 mec ot
Hayana Tepanuu coaepxaHue aHTUTEN B CbIBOPOTKE KPOBMU
(nccnegoBaHMe METOAOM HenpsaMon UMMYHODyopecLeH-
umn) K gecmornenHy 1 cocrasuno 0,1 n 0,09 Ea/mn, K gec-
MornenHy 3 — 171 n 0,05 Ea/mn cOOTBETCTBEHHO.

MporHos

Mpn npaBUNbHO NOAOGPAHHOM NE€YEHWU BYIbrapHOM
ny3blp4yaTKK (B ONMUCAHHOM BbIle c/ly4ae 3T0 Kypc Tepanuu
cucteMHbiMm TKC B KOMOGWHaUMKM C PUTYKCUMAOBOM) MOXK-
HO O06GWUTbCS MOJSIHOMO perpecca BbICbINAHUM M KOHTPONS
Hag 3aboneBaHMeM Yy 60MbLIMHCTBA OOMbHbLIX. B 4acTHO-
CTW, COrnacHo pesynbTaTaM MHOMOLEHTPOBOr0 OTKPbLITOro
paHAOMM3MpPOBaAHHOro muccnegoBaHunsa (46 n 44 nauueHTa
C BMepBble AMarHOCTMPOBaHHOW My3blpyaTKOW B BO3pacTte
18-80 neT), pucK peunanBa 60ne3Hu Yyepes 24 mec Tepa-
nuuM KombuHauunen putykcnumaba m cuctemHbix MKC (¢ nocte-
NeHHOW OTMEeHOW B TedyeHne 3—-6 Mec) coctaBnser 11%
B CpaBHEHUU C 66% npu MOHoTepanuu cucteMHbimu KC
(c nocteneHHoM oTMeHoM nocne 12—-18 mec) [16].

OBCYXAEHUE

B HacToduee Bpemsa npenapatamMu NepBon JIMHUMK
B Poccun anst nevyeHus BynbrapHom ny3blpyaTKK ABASIOTCA
cuctemHbole TKC, KoTopble 06n1agatoT MOLHbIM NPOTUBOBOC-
nanuTenbHbIM M MMMYHOCYNPECCUMBHbLIM Aencteuem [12].
Kak npaBuno, Tepanus Ha4MHaeTCs C BbICOKOW AO3UMPOBKMU
(1—2 mr/Kr/cyT), Taknm 06pas3om yaaeTcsi M36exaTb NoBbI-
weHns nosbl B 6yayuwem [10, 12]. MNpumeHeHns 3IKCTpe-
MaflbHO BbICOKMX [03MPOBOK (3—4 Mr/Kr/cyT) crtapatoTcs
naberatb, Tak Kak 3TO NPUBOAMT K YBEMYEHUIO PUCKA BO3-
HUKHOBEHUS cepbe3HbIXx NO0604YHbIX peaKkuunn [10]. Y aeten
[103a OoJiKHa 6blTb NogobpaHa ¢ y4eToM TSXKEeCTUM 3abone-
BaHWs, BO3pacTa, MacCbl Tena, pucka noboyHbix 3dpdek-
TOB [18]. CucTeMHas Tepanusg MOXeT OblTb OTMEHEHa nocne
NMOSIHOrO perpecca BbiCbiNaHWin, HO nNpu oTmeHe TKC ny3bip-
YyaTKa 4acTo PeLMANBUPYET KaK y AETEN, TaK U Y B3POCHbIX,
MMEHHO NO3TOMY 3a4acTyto HEO6XOANMO MOXKUIHEHHOE NPHU-

Puc. 3. MNauyueHt P, 16 net. UmmyHodnyopecLieHTHOE
ncenefoBaHve 6uonTata Koxu

Fig. 3. Patient R., 16 years old. Enzyme-linked immunosorbent
assay of the skin biopsy

=~

MpumevaHne. UccnegoBaHue 6uonTtata, B3ATOrO € y4acTKa
BWU3yabHO 3J0POBOM KOXM, BbIMOJHEHO METOLOM NPSAMON
nmmyHodnyopecueHunn. OTnoxkenue IgG (cTpenka) Ha MOBEPXHOCTU
KepaTUHOLMTOB Ha BCEM MPOTSHKEHWUU INMAEPMUCA, HTO
COOTBETCTBYET BY/brapHOM ny3bipyaTKe.

McTouHuK: MypawkuH H.H. n coaBrt., 2021.

Note. Examination of the biopsy taken from visually healthy skin site
was performed via direct immunofluorescence. 1gG deposition
(arrow) on the keratinocytes’ surface throughout the epidermis,

it corresponds to pemphigus vulgaris.

Source: Murashkin N.N. et al., 2021.

MeHeHue cuctemHoro N'KC B noaaepkmBatoliein 403MPOBKE
(5—20 mr/cyT) [18, 19]. Ang pocTuKeHus ctepomacbeperato-
wero apdeKra, yeuneHusa addpekta cnuctemHblx FKC 1 cHuke-
HUSI PUCKA BO3HUKHOBEHWUS MOOOYHbIX peaKkuUui K Tepanuu
MOXeT ObITb 106aBfeH azaTnonpuH [19].

BcrneactBue aKTMBHOMO pocTa M pa3BUTUS OpraHus-
Ma B [ETCKOM BoO3pacTe 4acTtotTa nob6oyHbix 3abdeKToB
B pes3ynbrate Tepanuun cuctemHbimu TKC y geten Bbllwe,
yem y B3pocnbix [20]. Cpean HUX 4alle BcCero BCTpeya-
I0TCA 3afepiKa pocTa, MHOEKLMU, OXMUPpeHue, counanb-
Hble 1 ncuxonornyeckne paccrponctea [20]. Kpome Toro,

Puc. 4. MNMauuneHT P, 16 neT, ¢ BynbrapHomn ny3bipyaTKON. AnUTennsaumsa Koxun KpacHon kanmbl ry6 yepes 1 (A) n 8 mec (B) Tepanuu,
BK/IOYaBLIEN PUTYKCHMaAO
Fig. 4. Patient R., 16 years old, with pemphigus vulgaris. Epithelialization of the vermilion zone skin after 1 (A) and 8 months (B) of therapy
including rituximab

McTounuK: MypawkuH H.H. 1 coaBrT., 2021, 2022.
Source: Murashkin N.N. et al., 2021, 2022.
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Puc. 5. MNMauuneHT P, 16 neT, ¢ BynbrapHoi ny3bipyaTkoin Yepea 1 Mec nocse Havyana Tepanuu, BKIoYaBLIen pUtykcumao
Fig. 5. Patient R., 16 years old, with pemphigus vulgaris 1 month after the onset of therapy including rituximab

lNpnmevarme. NaTHa NOCTBOCNANUTENIbHOM TMNEPNUIMEHTALMMN Ha KOXe NIeBOK lonaTto4yHon o6n1actu (A) U NpaBon HagKNo4YM4yHOW obnactu (b).

McTouHuK: MypawkuH H.H. n coaBT., 2021.

Note. Spots of post-inflammatory hyperpigmentation on the skin of left scapular region (A) and right supraclavicular region (b).

Source: Murashkin N.N. et al., 2021.

HeKoTOpble NaLMeHTbl HEBOCMPUUMYMBBLI K CTaHZapTHOM
cxeMe Tepanuu cucteMHolMn TKC, MHOrne M3 HuX cTpa-
[JaloT OT No6o4HbIX 3QbEKTOB AaHHOW Tepanuu, NoaTomy
cylLecTByeT NOTPEOHOCTb B HOBbIX TEPANeBTUYECKUX Bapu-
aHTax neveHus [20]. CneayeT OTMETUTb, YTO pPeBEeHKy M3
OMUCaHHOIO HaMW KIWHWYECKOro cryyas O6bi10 peLeHo
UHULMKUPOBATbL Tepanuio MeTUNNPEeaHU30/I0HOM B [03e
32 mr/cyT (B nepepacyeTte Ha npeaHn30noH 0,5 mr/Kr/cyr).
HasHayeHHasi JO3MPOBKa HUXEe TOM, KOTopas nponucaHa
B AENCTBYIOWMX KIMHMYECKUX peKoMeHpauuax [12, 15].
[aHHoe pelleHWe O6bl10 MPUHATO B CBA3KW C BbICOKUM
PUCKOM BO3HWMKHOBEHMWS Cepbe3HbIX NOGOYHbLIX peaKuui,
a TaKXe npumepamu ycnewHom Tepanum TaKeNon Bynbrap-
HOWM Ny3blpYyaTKK pUTyKcMmabom 6e3 NKC n putykcumabom
¢ Tonndecknmn TKC [21, 22]. B 3apy6erHbIX 1MTepaTypHbIX
MCTOYHUKaX NosBNseTcs Bce 6oblue JoKa3aTeNbCTB OTHO-
cuTeNbHO 3PGdEKTUBHOCTUM M 6e30NacHOCTU pUTYKCMMaba
B NIe4YEHUN BYbrapHOM Ny3blpYyaTKKU HE TONbKO B3POCHbIX,
HO W peten [7, 13, 23]. OnucaHa, Hanpumep, cepusa U3
10 cny4aeB fnedvyeHUss PUTYKCMMabOM [JeTen B BO3pac-
Te oT 9 no 17 net ¢ ny3blpyaTKoOWn (7 — C BYyNbrapHomu,
3 — c¢ nucTtoBuaHown). lNonHas pemuccus nNpu ycnosuu
OTCYTCTBMUS MOAAEPXKMBalOLLEN Tepanuu Gblna AOCTUTHYTa
y 7 nauuMeHTOB B cpeaHeMm 4vepes3 21 Hel OT Havana nede-
HUs. Haunbonee 4yacTbiMuM NOGOYHbIMKM dddeKTamu 6binu
MHODY3MOHHbIE peaKuunK, OTAANEHHBbIX NOGOYHbIX 3 deKTOB
He BblgBneHo [13]. B cepun U3 N9TH cny4aeB BynbrapHowm
ny3blpyaTkn y feten ot 11 go 17 net npu npoAoSIKUTENbHO-
CTU HabMOAEeHMS Nocaie Tepanun PUTYKCMMaboM B cpeiHeM
B TedyeHne 43 mec (19-60 mec) KNIMHUYECKUI OTBET OTMe-
YyeH y BCeX NaLMeHTOB: NoIHas PEMUCCUSA JOCTUMHYTa Y TPEX
nauneHToB, YacTuyHas — y ABYX. HexenaTtenbHble ABNEHUA
3abuKenMpoBaHbl He 6binn [23]. ONMUCaHHbIM HamMK Ku-

HUYECKUIN cnydyan Takxe LeMOHCTpupyeT 3bdEeKTUBHOCTb
M OTHOCUTENbHYI0 6e30MacHOCTb PUTYKCHMMaba B KavyecTse
Tepanuu NepBon NUHUKU ByNbrapHoW My3blip4yaTku y pebeH-
Ka npu npuMeHeHun B KOMOWMHauUuKM C cucTemMHbiM [KC
C nocneayouen oTMeHOM NocneaHero.

3AK/TIOYEHUE

Kom6uHupoBaHHasa Tepanus AeTem ¢ ByJbrapHon ny3bip-
4YaTKOM C npumeHeHnem cucteMHblx MKC u putykcumaba
Nno3BoJIAET JOOUTLCA OGbICTPOM U MOHOM OTMEHbI CUCTEMHBbIX
'KC npu OTHOCWUTENBHO HU3KOM pUCKe peunanBa 60Ne3HMU.
OTa KOMOGWMHaLMA MOXET OblTb paccMOTpeHa B KayecTBe
HOBOrO TepaneBTUYECKOro BapuaHTa fiedeHus AeTen ¢ AaH-
HbIM 3ab0neBaHueM.

UWHOOPMUPOBAHHOE COINIACUE

OT mMaTepu nauueHTa Noay4eHo NUCbMeHHOEe MHPOPMU-
poBaHHOe [0OGPOBO/IbHOE cornacve Ha nybavKauuio onu-
CaHMWsl KIMHUYECKOro cnyyass M M306paxeHun nauueHTta
B MEAMLIMHCKOM XypHase, BKoYas ero afeKTpoHHYo Bep-
cuio (oata nognucanma 11.08.2021).

INFORMED CONSENT

Patients’” mother has signed informed voluntary consent
on the publication of clinical case description and patient’s
images in medical journal, electronic version included
(signed on 11.08.2021).

UCTOYHUK ®UHAHCUPOBAHMA
OTcyTCTBYET.
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