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Pe3ome

B paHHOM 0630pe nuTepaTypbl NOAHMMAETCs TeMa METOAOB Tepanuu akaHTONUTUYeckon mysbipyatku (Al). Bo BBeAEHWUM onucaHsbl
naToreHes, 3TVOMOMMs, 3ANUAEMUONOrNs U KnMHuyeckme dopmbl All. B pesynbratax cpaBHMBalOTCSi CTaHAAPTHbIE W COBPEMEHHbIE
NOAXOAb! B NIEYEHUW, aHANU3NPYTCS pesynbTaTthl UCCREeA0BaHWA NPUMEHEHUST Pa3nNYHbIX NPOTOKOMOB NleKapCTBEHHOW Tepanuu, a
MMEHHO WCMONb30BaHUE  [TIOKOKOPTUKOCTEPOMAOB, LMTOCTATUKOB, Mpenapata MOHOKMOHaMbHbIX aHTUTEen — puTykcuMaba,
BHYTPVBEHHbIX UMMYHOMOGYNMHOB C yKkasaHWeM [03VMPOBOK M NEPUOAOB NpuMeHeHus. [anee cnegytoT AaHHble 06 NCNONb3oBaHWUK
UMMyHoaacopbLmm, ee achEeKTUBHOCTM Ha OCHOBE MeTa-aHanu3a U HeJocTaTkoB. B BbiBogax oTmevaeTcs, Uto neyeHue All crano
HamHoro adpdeKkTMBHEE C MOSIBRIEHMEM pUTYKCuMmaba, ogHaKko CyllecTByeT elle MHOXecTBO npobriem, Tpebytolwyx noucka HOBbIX
MeTOoA0B Tepanuu. MNpuMepbl HEKOTOPbIX HAaNPaBMNEHUI UCCefoBaHUs Takke NPUBEAEHbI B TEKCTE AaHHOW cTaTby.

KnioueBble crnoBa: ny3blpyaTka, akaHToNnuTu4eckas UCTUHHaA pMTchmmaG,

MMMYHOTTOBYNMHBI, UMMYyHOaACcOpPBLMS.

nysblpyaTka, ny3blpyaTka, BHYTPUBEHHblE

This literature review addresses the topic of therapies for acantholytic pemphigus (AP). The introduction describes the pathogenesis,
etiology, epidemiology and clinical forms of AP. The results compare standard and modern treatment approaches and analyse the
results of studies of different drug therapy protocols, namely the use of glucocorticosteroids, cytostatics, the monoclonal antibody drug
rituximab, and intravenous immunoglobulins with dosages and periods of use. This is followed by data on the use of
immunoadsorption, its efficacy based on meta-analyses and disadvantages. The conclusions note that the treatment of AP has
become much more effective with the advent of rituximab, but there are still many challenges that require the search for new therapies.
Examples of some of the research areas are also given in the text of this article.

Key words: pemphigus, acantholytic pemphigus, true pemphigus, rituximab, Intravenous immunoglobulin, immunoadsorption.
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AkaHTOnUTUYecKasa nysblipyaTtka (pemphigus
acantholyticus) (A1) — aTo rpynna peaknx TsHKenbiX
ayTOMMMYHHbIX [AepMaTo30B, XapaKTepu3yLMXCs
dopmMmpoBaHMEM OynnesHbix obpasoBaHuii
(My3blpen) Ha KOXe W CrM3UCTbiX 0B0NoYKax, 4To
0o0yCroBfeHO aKkaHTONMM30OM — MOpPaxXeHuem U
pa3pyLleHneM AeCMOCOManbHbIX KOHTaKTOB MeEXAy
KepaTvHOUMTaMM1 LUMMOBATOrO COsi MHOTOCIIOMHOTO
Nnockoro anutenusi. [JeCMocoMbl — 3TO MPOYHblE
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CTPYKTYpbl,  obecrnedyvBaline  MEXKIETOUHYIO
agresvio,  HeobxoAuMble  AnNS  LEMNOCTHOCTU
CTPYKTYpbl  pasfnuyHbix TKaHeW. AHTuUTena (B

OCHOBHOM OTHOCSWuMecs K knaccy 1gG), koTopble
HanpaseHbl rMaBHbIM obpasom npoTue
CTPYKTYPHbIX GENKOB KOXMW U CIIN3UCTbIX 060104eK —
necmorneunHy-1 (Dsg 1) n pecmorneunny-3 (Dsg 3),
obycnaenueatoT ayTOMMMYHHbIN MeXaHn3M
pas3suTua nysblpyaTkn. B natodwusuonorun Al
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TaKkKe y4yBCTBYIOT ayTopeakTuBHble T-nMmounThl,
KoTopble “obyvaloTcs” aHTUreHMnpPe3eHTUPYLLMMHA
KneTkamu, npeacTaBnswoWmMMKn  cneunduydeckne
Dsg-nentngbl Yepe3 monekynol HLA Il knacca. 31u
ayTopeakTuBHble CD4+ numdountsl, cneunduydHbie
Ons Mornekyn AgecmornewHos, obpasytTt WUI1-10, a
Takke CTUMYNUpPYLOT BbIpaboTKy Dsg-
crneumduieckmx aHtuten B-knetkamm [2,3].
HecmoTtps Ha MHOFOYNCIEHHbIE
NCCrenoBaHUst  akaHTONMUTUYECKOW  My3blpYaTKy,
aTnonorus 3aboneBaHuns ocTtaeTcs
HeycTaHoBneHHoW. OpHako eCTb  OCHOBaHUA
nonaratb, YTO B pa3BUTUM BYyfbrapHon ¢OpMoNn
ny3blpyaTkM UMEeeT MECTO FreHETUYECKUA KOMMOHEHT,
Tak KaKk CyWeCTBYT  HacneaCcTBeHHble W,
COOTBETCTBEHHO, 3NUOEMUONONMYECKNE  OTNINYUA
Mexay 9dTHMYEeCKMMM rpynnamu, npudem 6Gonee
BbICOKasl pPacnpoCTPaHEHHOCTb MPUXOAUTCS  Ha
eBpeeB-allkeHasn W vy CpeaM3eMHOMOPCKOro
npoucxoxaexus [1]. Beino gokasaHo Hanuyne HLA-
annenen pucka pasBuTus  BynbrapHom  All:
DRB1*04:02 wn DBQ*05:03 u y 6onbwuHCcTBa
NaLMeHTOB BbISIBNANACh IKCNPECCUsi OQHOTo U3 ABYX
OaHHbIX annenein. Ha gaHHbIN MOMEHT YeTbIpe reHa,
He oTHocAwmxcsa K cucteme HLA, Obinm cBsizaHbl C
BYNbrapHomn ny3blpyaTkon MO KpamHen Mepe B ABYX
nonynsaumsx: DSG3, koanpyowmii aytoaHTureH Dsg

3 npu nemcuryce; TAP2, kogupywowmn AT®-
CBSA3bIBAOLLNN KacCeTHbIV TpaHcnopTep,
ydyacTBylOWUA B MpeseHTauum adtureHa; |IL6,

KOAMPYIOLIMIN LUTOKUH WHTepnenkuH-6; mn ST18,
KOANPYIOLWNIA PaKTop TPaHCKPUNLUUK, YYaCTBYHOLLNIA
B BOCnaneHuu " anonTose, KOTOpbIn
3KCnpeccupyeTcst B TKaHAX Koxu npu All.

B JonoriHeHve K reHeTu4YecKom
npeapacnonoXeHHOCTH Obinn BbISIBNEHbI
aKonornyeckme dakTophl, nposouupytoLme
passuTMe 3aboneBaHus. Hu3kme KoHUEHTpauuu
aHTn-Dsg ayToaHTuTEn NpUCYTCTBYIOT B CbIBOPOTKAx
NPUMEPHO MOSTOBUHLI KIMMHUYECKN HE MOPaXeHHbIX

POACTBEHHMKOB nepBsow cTeneHu poacTBa
NnaumMeHToB C My3bIpyYaTKONW, a Takke B CbIBOPOTKAX
xutenen panoHoB c BbICOKOWN
pacnpoCcTpaHEeHHOCTbIO 3HAEMUNYECKOTO
NMCTOBMOHOrO nemdwuryca, 4YTO npeanonaraet

HanMune 6Gornee YeM OQHOMO MPOBOLIMPYHOLLEro

daktopa. [lpu  3HOEMMYECKOM  NNCTOBUOHOM
nysblpyatke ©Oblna obOHapyxeHa nepekpecTHasd
peakTMBHOCTb Dsg 1 c 6GenkomM CRntOHbI MecYaHowm
Myxu Lutzomyia longipalpis. Mpu HeaHgoemwunyeckomn
nysblpyatke K  dpaktopam pucka  OTHOCAT
NCNONb30BaHNE OMNpPeAesieHHbIX  JIeKAapCTBEHHbIX
CPEACTB, TaKMX Kak MEeHUUMIIaMuH U KanTonpun,
BO3OQENCTBME  NecTMumgoB, MapoB  METassos,
yNbTpadnoneToBoro ceeta U UOHU3MPYIOLLETO
N3Ny4YeHns], OXXOrM, XMpYpruieckne BmMeLLaTenbLCcTea,
a Takke crpecc [4].

Anuaemunonornyeckme OaHHble
3HAUNTENIbHO  PO3HATCA B 3aBMCMMOCTU  OT
nonynauun. Tak, B LBenuapun 3abonesaemMocTb
konebnetca ot 0,6-0,76 Ha MUNNUOH XUTenem B
rogq. B Ipeumm n WpaHe po 10,0 Ha mMunnmnoH
xutenen B rog. B AnoHumn 3,5 cnydyaa Ha MunnmoH
xutenen B rog. Camble BbICOKME MNokasaTenu, a
nmeHHo 16,0-32,0 cnyyas Ha MWMMAWOH XWUTenew B
rogq Obinn oOHapyxeHbl B Wepycanume cpeam

eBpeeB-allKkeHasn Cpean3eMHOMOPCKOro
npovcxoxaeHus.  ExerogHas  3aboneBaemocTb
akaHTonuMTMYeckon nysbipdatkon B CeBepHom

Amepuke cocTtaBnsetr 32 cnydyas Ha  MWITIMOH
XuUTenem C €BPenCKUMU KOPHAMM W Bcero 4.2
cry4yas Ha MWMMMOH KWUTENewn, npuvHagnexawmx K
apyrmm 3THUYECKUM rpynnam [5-7].
HepaBHomepHOCTb 3abonesaemocTu nogTeepxaaeT
reHeTMYEeCKNn KOMNOHEHT All, ONUCaHHbIN BbILLE.
CywecTtByeT pag knuHudeckux copm All.
BynbrapHas nysbipyaTtka (puc. 1) y GonblwnHCTBa
naumeHToB paebloTvpyeT B MonoctM pTa B Buae
3HaHTeMbl 1 3po3un. Mo4yTn y Bcex OomnbHbIX Ha TON
WNM  MHOW  CTaguMu  My3blpyaTKM  BO3HUKAOT
nopaxeHuss B poToBOW nonoctu. B ocHoBHOM

nopaxaetcsa cnusuctad obonoyka OykkanbHOW
obnactn, Heba, fA3blka, [OECEH W BHYTPEHHEWN
CTOpPOHbl ry6. Xapaktep 6onuM Bapbupyetr oOT

He3HaunTensHOW [0 BbIPAXEHHON WHTEHCUBHOW
BMMOTb A0 MPEensaTCTBOBaHWA npuema MuLn, 41O
MOXeT npuMBecTM K ObICTpon noTepe Beca.
BoBsneyeHue cnmaucTon 060noYkM Hoca NpMBOAUT K
obpa3oBaHuO  remopparmyeckmx  Kopok. Pexe
MopaxalTcsa CNM3NcTble 060MOYKN ropTaHK, rMoTKW,
niwesona, rorioBKA MOMOBOr0 YrieHa, YpeTpsbl,
BYINbBbI, NepuaHanbHon obnactu [8].
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PucyHok 1. BynbrapHas nysbipyaTka

MecTtamun npevMyLLEeCTBEHHOrO MNOpPaXKeHUs!
KOXWN SBMASIOTCA BOMOCMCTasd 4YacTb rOMOBbl, LUes,
NOAMBbIWEYHbIE  BMaauMHbl M BEPXHAS  4acTb
TYynoBWLLA, OOHAKO MOXeT ObiTb BOBIEYeH nobon
y4yacTOK MOBEepXHOCTU Tena. [lopaxeHns Koxu
00bIYHO MpPOSABMAKTCA B BMOE BAMbIX My3bIpen,
3po3unn " KOPOYeEK. Y nauueHToB c
pacnpocTpaHeHHbIM dopmon 3aboneBaHus Takke
HabnwpgaeTca nopaxeHuwe Horten [9].  [lpwm
MexXaHW4YeCKOM BO3OEVCTBUM B 30HE MOPAKEHWUS,
PSAOM C HUM M MHOTAA — Ha OTAaneHun Nponcxoaut
OTCronka anvaepmMmca BUGUMO 300POBOW KOXM, YTO
ABMNSIETCA XapaKTepHbIM, HO He MaTOrHOMOHMWYHbLIM
NPU3HAKOM Mpu My3bipyaTtke, Ha3biBaeMbIM CUMMTOM
Hukonbckoro.  30HbI  MOpaXeHust  CNU3UCTOWN
obonoykn un Koxu 3axualoT 6e3 obpasoBaHus
pybuoB, oOgHaKo MOryT ocTaBaTbCA  (QOKyChl
rMnepnurMeHTauun, KoTopble  COXPaHsATCa B
TeYeHne MHOMNX MecsLEeB.

Mpu nucToBMaHOM chopme My3bipyaTku (puc.
2) B OTNUYMe OT BYMbrapHOW CrM3nctble 000Mo4Ku

HEe BOBMNEKAKTCSA B NATOMNOrMYECKUA npouecc.
MopaxeHne MCKMUYNTENBHO Pa3BMBAETCS Ha KOXe,
NPeuMyLLECTBEHHO B BMAE 3pUTEMBI C LUEMYLLEHUEM
n obpa3zoBaHMem nnacTuH4YaThIX KOPOK.
HenoBpexaeHHble ny3blpy BCTPEYaloTCA PeaKko u3-
3a CcyOKOpHeamnbHOro  pacLllennieHnsi, KoTopoe
obycnaenuBaeT ObICTpOe pa3pyLlUieHUE MOKPbILLIKU.
MpeumyLlecTBEHHO  MopaXalwTcsa  NULUO,  KoXa
ronoBbl M Y4YacCTKM BEPXHEW YacTu TynoBuLla.
CvmnToM HMKONBbCKOrO pe3ko MNONOXUTENbHbIN, W,
Kak M nNpu BYNbrapHom ny3blpyaTKe, MOpPaXeHUs
3axuBaloT 0e3 pyb6LOB, HO OObIMHO NpPMBOOAT K
nocTBOCNanMTeNbHON rmnepnurMeHTaumu. B
oTnuyne oT BynbrapHou All, gaxe npu TsKenbix
dopmax NMCTOBMAOHOW  ny3blpyaTknm  Bonblune
Y4acCTKU 3pO3UN HEe BUAHbI, @ LWENylWeHne MOXEeT
HanoMWHaTb IPUTPOLAEPMUIO, KOTOpasi BCTpeyaeTcs
npu TsDKENOM aToMMYecKoM pepmartuTe, ncopuase,
MMKO3€ 1 NEKapPCTBEHHbIX TOKCUKOAEPMUAX. Dpo3unn
Takke MoABepxeHbl GakTepnanbHOMYy U BUPYCHOMY
WHpMUMpoBaHuio [4].


http://innova-journal.ru/
http://innova-journal.ru/
http://innova-journal.ru/

HAYYHbIX SNEKTPOHHbIN XXYPHA/T INNOVA T. 11, No2 2025

SCIENTIFIC ELECTRONIC JOURNAL INNOVA T. 11, Ne2 2025

http://innova-journal.ru/

PucyHok 2. JluctoBugHasa nysbipyartka

Beretupylowass  nysbipyatka  (puc.  3)
xapaktepusyetcs obpasoBaHnemM MSICUCTbIX
9MacTUYHbIX  BereTauui  HacbIWEHHO-KPacHOro

LuBeta CO 3JIOBOHHbIM 3anaxoM, KOTOpble MOryTt
cnmBatbCA B OGLIJI/IprIe Onswkm Hel'lpaBI/IJ'IbHOVI

CpOprI C NONMMUUKINNYECKUMU  KpasaMW. Quaru
nopaxeHud OKanMIeHbI MauepupoBaHHbIM
anunTenunanbHbIM BOPOTHUYKOM. Yawe BCero

nopaxakwTcAa KpynHble CKnagku (I'IO,D,MbILLleLIHbIe,
MHcppamammaprle, naxosble, Me)K'bﬂI'O,DM‘-IHbIe), HO
MnHorga BOBJieKalTCA W 30Hbl MEJNIKUX CKnapgok.
OpHako Beretauumu MOryT BO3HUKaTb Ha noo6om

yyacTke, a He TONbKO B MWHTEPTPUrMHO3HBIX
obnactax. [NopaxeHne nonmocTn pTa BCTpevaeTcs
o4eHb yacTo (60-80 % cnydaeB) u 4acTo C caMoro
Havyana 3aboneBaHusa (75 % cnydaes), 4TO MHOrga
npvBoanNT K UCTOLLEHNIO. lMepBoHavanbHO
BereTvpyloLlas nysblipyaTka MOXeT OrpaHN4MBaTbCS
OLOHUM Y4YacTKOM, HO CO BPEMEHEM CTaHOBMWTCS
MynbTudoOKkanbHOW. BereTauun B nonoctn pTa
BCTpeYaloTCca pedko, HO MHoraa SA3blk npuobpetaet
«uepebpncopMHbINY BUA, XapaKTepHbIN Ang 3Toro
3aboneBaHus.
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PucyHok 3. Beretupyiowias nysbipyaTka '

Mpun aputemaTosHon (cebopenHon, unu cuHapome CeHnpa-Awlepa) ny3bipdaTtky (puc. 4) n3HayanbHo valle
nopaxarTcs He CNM3nCcTble 0BONOYKN, a KoXa, B OCHOBHOM M@, CXOXEe C KpacHOM BonyaHkow (B dopme
6aboukn), rpyaHOM KNETKWU, CMWHbI, BONIOCUCTOW YacTu ronosbl, T. €. cebopelHble yyacTku. B Havane
POPMUPYIOTCA 3pUTEMATO3HbIE OYarM MOPaXEHUA C KOPKaMU XenToBaToro unm 6ypo-kopuyHeBOro LBeTa.
My3blpy, Kak npaBumo, BbLICTPO CCbIXalOTCA U OCTalTCA He3ameyeHHbIMU. Ha nx mecte dopmupyroTca
apo3un. [aHHas dopma All MOXeT MMEeTb OrpaHUYeHHbIX XapakTep AOnroe BpeMsi, HO BO3MOXHa
reHepanusauma natonormdeckoro npouvecca [11].

L 1 i .
PucyHok 4. QputemartosHas (cebopenHas, nnm cuHgpom CeHnpa-Allepa) nysbipyaTtka
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Kpome ocHoBHbIX ¢hopm All BbligenawT u
peakue, a TaKke HeakaHTonMTU4Yeckme
pPasHOBMAHOCTW  My3blpYyaTKM, KOTOpble  MOIyT
BCTpeYaTbCsa B MpakTuke Bpaya M WX cnegyet
paccmatpuBaTb B nnaHe AuddepeHumnansHom
ONarHoCTUKMN. K HUM OTHOCATCS:
napaHeonnacTnyeckas nysblpyatka, HeoHaTanbHasi
nysbipyarka, IgA-ny3bipyaTKa, BynnesHbIn
nemdwurouna, pyouyowwmiics nemcwurong,
repnetTudopmMHas nysblipyaTka, 4OOpokavyecTBEHHas
HeakaHToNuTUYeckas nysblpyaTka Mawkosa-

LlleknakoBa, MeanKamMmeHTO3Has nysblpyaTtka,
IgG/IgA-ny3bipyaTka, Opasunbckas  ny3bipyaTtka,
XpoHU4eckasd AobpokayecTBeHHas

cemMeriHas nysblpyaTka [yxxepo-Xennu-Xennu.
Martepuanbsl u metoabl. B gaHHon paboTe

ncnonb3oBarcs meToq aHanusa Hay4HbIX
nuTepaTypHbLIX MaTepuanos.

Pesynbtatbl u o6cyxaeHune. PegkocTb
3aboneBaHus, a Takke Manoe  KOnM4ecTBO
paHAOMMU3NPOBAHHbIX KOHTPONMpyeMbIX
nccnegosaHun (PKW) 3atpygHseT ycTaHoOBneHue
eanHon CXEMbl adhpeKTUBHOIO Hay4HO

0B6OCHOBAHHOIO NEYeHNs.

CuctemHble rntokokopTukoctepouabl (MKC)
00 HacTosILEero BPEMEHU OCTaTCA OCHOBHBIM
MEeToAOM  Tepanuu, MO3BOMSWMM  000UTbCS
NONOXUTENbHOro TepaneBTUYeckoro adpdekrta u
KOHTpPOIS akTMBHOCTU 3abonesaHus [11-13]. MHorne
KMMHULACTBI NCcnonb3ayT nepoparnbHbIi
NPegHN30NoH UNM ero coyeTaHne ¢ nepoparbHbIM
a3aTuonprvHOM WNKU COeAMHEeHneM MuKodeHonara
(MukodeHonata modetTvn unn  MmMkodgeHonata
HaTpus). OTMeHaTb TKC HauuHatoT B criyyae, ecnu
y MauueHToB B TeyeHue 2 Hedenb He MnosiBnAeTcs
HOBbIX My3blper U NPOUCXOAUT 3aXWUBIIEHWE OKOSO
80% BbIFBMEHHbLIX nNopaxeHun. [anee TakTuka
HanpaBneHa Ha [OCTWXKEHWEe MOMHON pemMuccuw,
npegoTBpalleHne peunaMBoB BO BpemMs OTMEHbI
NpegHU3onoHa, YMEHbLUEHME 4Yucna W CTENEHU
BbIPaXXEHHOCTU noTeHumarnbHbIX NoBOYHbIX
acbdekToB [4]. OgHako peunausbl Bo3HUKaT y 50%
nauMeHToB, a Tskenble noboyHble 3ddekThl,
CBfI3aHHble C WMMYyHocynpeccopamun - y 65%
NauMeHTOB, U TOMBbKO OKOMO MOSIOBMHbI MaLMEHTOB
MOTyT MpeKkpaTuTb NpueM KOPTUKOCTEPOMAOB 4yepes
3 roga. YcTaHOBMEHHblEe MNpUHUUNLI NiedeHus All
HedaBHO ObiNM  noCTaBfieHbl MNO4  COMHEHue
ncnonb3oBaHWeM puTtykcumaba B MepBON NUHWUM
Tepanun, koTopbln nossonun  70% nauneHToB
aoctnyb pemuccum 6e3 NKC 4yepes 6 mecsiues, a
90% naumeHTOB - Yepes 2 roga [15].

MepoparnbHble KopTuKOCTEepouab!
HasHayaloT  MauMeHTam C  BynbrapHom U
nuctosugHon opmamum All. HavanbHas posa
npegHu3oHa unm npegHu3oroHa 06bIYHO

coctasnseT 0,5-1,0 mr/kr B AeHb Ans nauueHToB ¢
ny3blpyaTkOn cpeaHen cteneHn Tskectu u 1,0-1,5
MI/KI B A€Hb OJ19 NaLMEHTOB C TSXENbIM TeYEeHNEM
[12—-14]. Ecnn cocTostHue B0OMbHOro He yrnydlaeTcs
B TeyeHue [ABYX Hedenb, A03y yBenuumBawT. B
KayecTBe anbTepHaTVBbl Ha3Ha4yalT BHYTPUBEHHYIO
umnynec-Tepanuio NKC, Hanpumep, npegHW305I0H
500-1000 mMr exxegHeBHO B TeyeHue 5 gHen noapsg
nnn gekcameTtasoH 100 Mmr exxegHeBHO B TeyeHne 3
OHen nogpsag. [locne OOCTUXEHMS KOHTPONsA Hag
3aboneBaHnemM OObIYHO CHMXAIOT A03bl NPeaHN30Ha
unu npegHusonoHa Ha 25% kaxable 2 Hepenu Ao
goctmkenuss 20 mMr B [OeHb, 3aTeM Ha 2-5 wr
eXxeHenenbHo Ao agoctwkeHna 10 Mr B OeHb, C
nocrnegyoLwmM CHWKeHnem o3bl Ha 1 mr [12-14].
Bonee ObicTpoe cHmkeHne ao3sbl NKC B TeueHne 3—
6 MecdueB pekomMeHOyeTCA ANns  NauueHToB,
nony4varoLmx fneyeHne nepBon NMHMM KombuHaumen
putykcumaba ¢ nNpeaHn3OHOM UM NPeaHN30I0HOM
[15].

CyuwiecTByet psg npenapaTos,
NPUMEHSIOLWNXCA ONs1  CHWXEeHUa Heobxoammon
003bl KOPTUKOCTEPOUAOB U CHUXKEHMS UX NMOOOYHBIX
acdhdpekToB. YacTto npuMeHsATCAa asaTUonpuH U
coefiHeHus MukodbeHonaTa [12, 13].
MukodeHonata mModeTnn ABASETCHA CEeNeKTUBHbLIM
MMMYHOCYNpPEeCcCopoM, 00paTUMO  UHIMOMPYIOLLMM
cuHte3 [OHK w penenHne B- un T-knetok B
nepedepuyeckomn KpOBW. Linknodpocchamng
(uMTOCTaTMK ankunupylowero Tuna) Ucnonb3yetcd
pexe wn3-3da ero TokcuvHocTu [4]. Bbicokue [o3bl
UMMYHOINOBGYNMHOB BHYTPUBEHHO MPUMEHSIOTCA B
OCHOBHOM MpWU TSHXKENOW U peuuavMBupyloLLei
nysbipyatke  [12-14]. OpHako C  BbICOKOW
3(pPEKTUBHOCTBIO pUTYKCMMaba TakTuka B fie4eHun
Al MOXeT CUMbHO NOMEHATLCS.

Putykcmumab — aTo npenapaTt
MOHOKINOHAarbHbIX aHTUTEN, HanpaBfieHHbIA NPOTUB
B-numdountoB ¢ TpaHCMeMBpPaHHbIM aHTUreHOM
CD20. Css3bliBasicb C aHTUreHOM, puUTykcumab
WHULMMpYeT peakuuu, onocpegywowme nusuc B-
nmmdcounTos no MexXaHu3my KOMMIEMEHT-
3aBUCUMOM LIMTOTOKCUYHOCTU, aHTUTENO-3aBUCMMOM
KNEeTOYHOW LMTOTOKCUYHOCTU. [pn 3aTom B-kneTkn
nponagalT 13 UUPKyNupyloLwen KpoBum Ha 6-12
MecsiLeB. BnepBble npenapat Obiln NMpMMEHeH ans
neyeHns napaHeonnactuyeckomn nysblpyatku B 2001
rogy n ynerapHon copmbel Al B 2002 rogy [16].
KrnnHuyeckas 3 peKkTUBHOCTb puTykcumaba
BrocrneactBuM Oblna OTMeYeHa B HECKOMbKMX
cepusiXx KNMHUYeCcKkux criyyaeB. Ha ocHoBaHuM
WHpopMaunn, NOMyYEeHHON npu U3YYEeHUU ITUX
Cny4aeB u ABYX aHanM3oB, NPOBEAEHHbIX HA OCHOBE
JaHHblx o 500 naumeHTax, uccnegosaTenu
YCTAHOBMIMK, 4YTO puUTykcumab He oOkasbiBaeT
HeraTMBHOIO BMSHUS Ha TevyeHune 3abonesaHus [4].
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Bonee Toro, nocrne ogHoro uukna puTykcumaba
pemuccust pocturaetca y 75% naumeHToB CO
cpegHen 3agepxkon 3—6 mecsaues. [MpymeHeHue
putykcumaba Ha  paHHMX  9Tanax  TeyYeHus
3aboneBaHns ObINO cBA3aHO ¢ Gonblwon ponen
NnaumMeHTOB C MOJIHOW peMUCCUER, YEM NMPU NO3OHEM
NPUMEHEHMM B Ka4eCTBE BTOPOWN NN TPETbEN NNHUN
Tepanuu [3, 15, 17, 18].

B PKWM 90 naumeHToB C HegaBHO
ONarHoOCTUPOBAHHOW BYIbrapHOW UNW NMCTOBUAHOMN
Al 6bINoO BbISBMEHO 3HAYNTENbHOE MPEBOCXOACTBO
putykcumaba Hag CTaHOapTHOW CXEMOW feyeHus
MKC. 89% nauuneHTOB, MOMyYaBLIMX PUTYKCMMAO
(2pasa no 1r Ha HavyanbHOM aTane u 0,5 r yepes 12
n 18 mecsaueB) B COYETAHUM C KPaTKOCPOYHbLIM
npegHusonoHom (0,5—1,0 mr/kr B AeHb B TeveHne 3—
6 MecsueB), OOCTUIMM MOMHOW pemMuccumn nocne
npekpawieHmss Tepanum 4vepe3 2 roga, no
cpaBHeHuo ¢ 34% nauMeHTOB, MONyYaBLUMX TOMNBbKO
npegHusoH (1,0-1,5 mr/kr B geHb B TeyeHne 12-18
mecsues). Kpome TOro, B rpynne puTykcumaba
KyMynsiTUBHas 4O3a NpeaHuM3oHa Obina B Tpu pasa
HWXKEe, a KONMMYECTBO TSAXKENbIX HeXenaTelbHbIX
SIBNEHUA - B [Ba pasa Hwke, 4YeM B rpynne
npeaHnsoHa [15]. Ha ocHoBaHuM 3TuUX AaHHbIX
putykcumab 6bin ogobpeH  YnpaBneHuem Mo
KOHTPOSKO  KayecTBa MNULLEBbLIX MPOOYKTOB W
nekapctBeHHbix cpeacts CLUA wn  Esponenickum
areHTCTBOM eKapCTBEHHbIX CPeaCcTB AN NevyeHus
cpenHen cTeneHn TSXecTu u Tskenon All.

WccneposaTenu nogyepkusaroT
LuenecoobpasHOCTb  NOAAEPXKMBAKOLNX  MHAY3WUN
puTykcumaba [Ons CHWXKEHWs pucka peunanBoB
(Hanpumep, 4vepes 6, 12 n 18 mecaueB nocne
HayanbHOW [03bl), XOTA ONTMMarbHoe BpeMS 1 o3a
noka Heu3BeCTHbl. [laumeHTbl C  BbICOKMMU
KOHUeHTpauuamn aHtTM-DSG 1 n aHTm-DSG 3
aHTUTEeN B CbIBOPOTKE KPOBM Ha 3-M MEeCsL MMeKoT

MOBLILEHHbI  PUCK  peuuguBa, 4YTO  MOXHO
npenoTBpaTUTb noaaep’kusatoLLen WHy3nen
puTykcumaba [15].

MpoBogunuce nccnegoBaHust

aphekTMBHOCTM agbloBaHTHOM Tepanuu U Obinn
cdenaHbl BbIBOAbl, YTO a3aTUOMNPUH, COedVHEeHUd
MuKodpeHonaTa 1 uuknodgocdamMmua B JONONHEHUS K
'KC He momoraloT JoCTUYb KOHTpOIs 3aboneBaHus,
KNMUHUYECKON PEeMUCCUN, YMEHBLUEHUS TSKEerbIX
NoBOYHbIX 3(PPHEKTOB M CMEPTHOCTU Mydlle, Yem
ncnonb3oBaHMe ucknunTensHo npenapatoB [KC.
XoTa afbloBaHTHast Tepanus B COBOKYMHOCTU
CHWXana pwuck peuuamsa npumepHo Ha 30%,
aHanuM3 Kaxgoro agbloBaHTa B OTAENbHOCTU He
BbISIBUST HU OOHOTO, KOTOPbIA Gbin Obl JOCTOBEPHO
CBSI3aH C MEHbLUMM KONMYECTBOM PEeLMaNBOB, YeMm
npumeHeHne Tonbko MKC [19].

AsaTvonpvH B fo3e 2—3 Mmr/kr B AeHb (Mpw

HOpManbHOM aKTUBHOCTMU
TMONypUHMETUNTpaHcdepasbl) M MUKOeHOoNaThbl
(MnkodgeHonata modeTnn B go3e 2-3 1 B OeHb U
MukocpeHonata Hatpust B go3e 1,44 mr B AeHb)

moryT paccmaTtpuBaTbCs Kak
KopTUKocTepouacteperaolume npenapaTbl NEPBON
MMHWK,  KorAa  PUTYKCUMab  HegoCTyrneH — wuinu

npotuBonokasaH [14]. Unknodgocdhamug B Ao3ax
75-150 Mr exegHeBHo nepopansHo nnu 500-1000
Ml €XKEMECSAYHO BHYTPMBEHHO PEaKO UCMOMb3yeTcst
B CLA vn EBpone [4]. U3-3a BonbLlioro konvyecTtsa
NobouHbIX 3(PEEKTOB UK  OOMArOCPOYHOrO  pucka
BGecnnogmns M 3nokavyecTBEHHbIX HOBOOOpPa3oBaHMN
umknodgochammag MoxeT ObiTb MUCNOMb3OBaH AN
Tepanun 3abonesaHus ¢ pedpakTepHbIM TeYEHNEM,
Koraa putykcumab HegocTyneH [20].

MeToTpekcaT, UMKNOCMOPWH W AarcoH
UMEKT OYeHb OrpaHWYyeHHble  MokKasaHus K
npumeHennio  npu Al 1 wucnonb3yetcs B
NHAMBMAYaNbHOM Nnopsigke.

OpdhekTnBHOCTL BHYTPUBEHHbIX
ummyHornobynuHos  (BBUIN)  nmpu Al 6Bbina

noaTBepXXaeHa HECKONbKMMU CEPUAMU KITMHUYECKNX
cny4daeB n ogHum PKW. B ato PKU Gbinn BKNoYeHbI
AMNOHCKME nauueHThbl c BYIibrapHomn nnm
NNCTOBMOHOM OOPMOW, He pearMpoBaBlUME Ha
neyeHne npegHusonoHom (=20 Mr B AeHb). Bpewms
BbIxO4a M3  npoTokona  nedveHus  (T. €.
NPOAOCIMKUTENBHOCTb BPEMEHU, B TEYEHNE KOTOPOro
naumeHT npuaepxmearncs npoTokona oes
OOMOMHUTENBHOTO  fNeYeHust) ObIo  3HAYMTENBHO
YBEMMYEHO Y MAaUMEHTOB, MONYYaBLUMX OAMH LMKN
BBWUI B po3e 2 r/kr. B atom meTtaaHanuse BBUI
ObINT eAUHCTBEHHbLIM aQblOBaHTOM, KOTOPbLIA NpUBEN
K yBENNYEHUNIO yucna nauvMeHToB c
NOOKOHTPOSbHBIM ~ TeyeHnem 3aboneBaHus [19].
OcHoBHbIMM  NpeumyllecTBamn BBUIT  asnstotca
ObICTpoe AencTBMe U OTCYTCTBME puUcKka MHAEKLUN.
O6blvHO BBUIT BBOOAT B A03€ 2 I/KI B Te4eHue 2-5
OHen C exemecsidHbIMM noBTopamu. B ogHon wus
cepuii cnyvaeB coyetaHune BBUI ¢ putykcumabom
NpuBEno K AnuTenbHOW pemuccum 6e3 cepbesHbiX
no6ou4HbIx adhdekToB [4].

Mnasmadepes nokasan HebnaronpusiTHoe
COOTHOLIEeHMe pucka W nomnb3bl  npu Al
MmmyHoazcopbuus, HanpoTuB, He  TpebOyer
nnasmosamelleHuns, crneumdunyeckm  CBs3biBaeT
mMonekynbl lg, nossonsetr ob6pabatbiBate 2-3
obbema nnasmbl 1 BbICTPO BbIBOAMT aHTU-DSG 1gG
13 umpkynsummn. MmmyHoagcopbuma nposoamtca 3—
4 nHa noapsg ¢ uHtepsanom B 3—4 Hepenu. bbino
nposegeHo PKW ¢ yvactvem 72 naumeHToB C
BynbrapHon wunu nucroBuaHon dopmon All ¢
BbICOKOW aKTUBHOCTbHO 3aboneBaHus.
MmmyHoaacopbumsi B codeTaHUM CO CTaHOapPTHOM
Tepanven npuBena K ObiCTpon pemuccum U
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notpebosana 3HauntenbHo MeHbwe [KC, uem
TONMbKO  CTaHgapTHas Tepanusa. MeTa-aHanus
naumeHtoB ¢ All, nony4yaBwMWX pasnuyHble
NPOTOKONbI NeYeHnss puTykcumabom, nokasarn, 4To
KOMOMHMpPOBaHHbIE CXEeMbl nMMyHoaacopbuum
npMBOAMNM K Haubonee ObICTPOMY KOHTPOMIO
aKTMBHOCTM 3aboneBaHus elwe [0 3aBepLleHUs
Tepanuu puUTyKCUMabom. Takum obpasom,
NMMyHoaacopbuus MoxeT BbiTb 0COOEHHO NonesHa
ONsl MauMeHTOB C TSKENbIM TedeHeM 3aboneBaHuns
B TeyeHne 2-4 wmecsaues, Mnoka puTykcumab He
HayHeT AencTtBoBaTb B nonHyto cuny [18]. Ho, k
coxarneHuio, npuMeHeHue UMMyHoaacopoLumm
OrpaHN4YeHOo NOBbILLIEHHLIM PUCKOM MHGEKUUA n3-3a
napannenbHOro  CHWXXEHMSI  YPOBHS  3aLUUTHbIX
NMMyHornooynuHos [21].

Mepen Ha4anom KC nnu
WMMYHOCYNPECCMBHOW  Tepanuu pekoMeHayeTcs
MPOBECTM MOSHbIN aHanNu3 KpoBM; aHanm3 KPoBW Ha
KpeaTUHWH, 3NeKTPONnTbI, Ne4YeHoYHble hepMeHThlI,
anbOyMuH, TMOKO3y B CbIBOPOTKE  HATOLLaK,
cepornormto renatutos B n C n BWY; ocmoTp rnas
(Ha nNpegMeT rnaykoMbl M KaTapakTbl); WCKIYNTb
Tybepkynes [14]. Kpome ToOro, Heobxogumo
YTOYHUTb CTaTyC BaKUMHALUUW NauueHTa u npoBecTu
npocunakTuky octeonoposa [4].

B HacTosillee BpemMs Takke nNpoBOAUTCA
MOMCK HOBbIX METOOOB  Tepanuu:  NpoxogaT
UcnbITaHuA 2-n dasbl odatymymaba,
anbTepHaTUBHOIO aHTn-CD20 aHTuTena c
noBbiweHHON addUHHOCTBIO cBA3biBaHus ¢ CD20,
WMHrMBUTOPOB HeoHaTanbHOro Fc-peuenTopa,
TMPO3NHOBON NpoTenHkMHasbl bBpyToHa, KoTopas
urpaeT  BaXHyl® pofb B CO3peBaHUK Wn
dyHKUnoHnposaHun B-numdountoB, n dakTtopa
aktmBaumm B-knetok. Kpome TOro, oxugatoTcs
KNUHUYECKNe WUCNbITaHUs, OCHOBaHHble Ha Dsg-
cneunduyeckorn MMMyHOaAcopoLUUn 1 TeXHOMornm
XUMEPHOro  peuenTopa ayToaHTUTen, KoTopas
no3BonsieT CKOHCTpyupoBaTb 4ernosedveckue T-
KNeTkn [ns  3KCNpeccum XuMepHoro peuentopa
ayTtoaHTuTen, cocrosiwero u3 Dsg3, cnuTtoro ¢
CUrHanbHbIM JOMEHOM CD137-CD3-¢, 4yTO
No3BONSIET CENEKTMBHO UCTOLWATb ayTOpeaKTUBHbIEe
B-knetku [21, 22].

BuiBoabl. [losBrneHve naToreHeTuyecku
HanpaBreHHoro Bektopa Tepanuu All, B 4acTHOCTU
npenapaTta MOHOKJTOHaSbHbIX aHTuTen -
putykcumaba, NMpou3Benio PeBOSIOLNI0 B JleYeHUn
aToro TSHKEnoro 3aboneBaHus, oflHaKo
BO3MOXHOCTb  MOSIBNEHUSA  TSXKEMbIX  NOBOYHbIX
SIBNEHNN, MaUMEHTOB, HE OTBEYalLWMX afeKBaTHO
Ha puTykcMMad, u 6GonbHbIX, KOTOpbIM TpebyeTtcd
GonbLIOe KONMMYECTBO MOBTOPHLIX WHAY3UA 3TOrO
npenapaTta, ykasblBaloT Ha HeOb6XO4MMOCTb nmoucka
N pa3BUTUA HOBbIX METOA0B nedeHnd [15, 17, 18].
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