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AKTYAJIBHBIE BOITPOCBHI 9THOITATOI'EHE3A,
KJIWHUKHA U JUATHOCTUKH UCTUHHOM
AKAHTOJUTHYECKOW MMY3bIPYATKHA

A.M. barmabaes, M.K. barmabaee

AHHOmauyusi. Mpynna NCTUHHOW aKaHTONMUTUYECKOW My3blpYaTKM NPeaCcTaBnsieT OOLMPHYH rPYNny XPOHUYECKMX
ayTOMMMYHHbIX OynnesHbIXx 4epmMaTo30B C OOWUMKM MexaHu3Mamu naTtoreHesa W LUMPOKMM pasHoobpasvem
KMUHUYECKNX NPOSBNEHUA. DTUOMOrMYECKMe acnekTbl ee BO3HUKHOBEHMWS OCTalTCA ANCKYTabenbHbIMW, O4HAKO
NPU3HAHHOW CYMTAETCA ayTOMMMYHHasl Teopusi, 0OBBbACHSIIOLLAst BOSHUKHOBEHUE NMy3bIPEN Ha CMIM3UCTLIX U KOXe
nauneHToB 3a cHeT 0Opa3oBaHUsi ayTOMMMYHHbIX KOMMIIEKCOB K MEXYTOYHOMY BeELLECTBY LUMMOBATOrO Cros
anuaepmuca, 1 nocneayoLwwmM pa3ButmeM akaHtonnsmnca. KnmHnyeckue npuaHakn xapakTepuayoTcs NOTHLIMY,
TpaHcdopmupyoWUMUCa B Apsbnble, ny3bipgMU U 0OUMbHLIMKM OONE3HEHHBIMU 3PO3USIMU, CHUXKAKOLWUMU
Ka4eCTBO XXM3HW MauMEeHTOB M BedywMMK K neTanbHoMy ncxogy 6e3 matoreHeTudeckon tepanuu. BolgeneHsl
crnegylolimMe KIUHUYeCcKMe BapuaHTbl MysbipyaTku: BynbrapHas, nucrtoBugHas, ceboperiHas, 6pasunbckas
1 BeretTupyoLas, Takke napaHeonnactunyeckas u IgA nemdguryc. inarHoctrka nocTpoeHa Ha psge KNMHUYECKUX
CMMMTOMOKOMMIIEKCOB, BO3HMKAOLWMX 3a CYET akaHTonuMauca u nabopaTopHbiX METOOOB, BbISABASIOLLMX
aHTUTEena K gecmorneMHaMm 1-ro u 3-ro TUMOB W OTNOXEHWE WUMMYHHbIX KOMMSIEKCOB B LUMMOBATOM Crioe
anugepmuca. Takum o6pa3oM, UCTUHHASA Ny3blpyYaTka NpeacTaBnsieT cobomn rpymnny CXOXMX MO KIMHUYECKOMY
NPOSIBNEHWIo OynnesHbIX 4epMaTo30B C HEACHBIM 3TUOIOMMYECKUM NPOUCXOXKAEHNEM, MY3bIPHBIMU ANeMeHTamm
Ha KOXe W Crn3ucTbiX OBoroukax, psaoM KIMHUYECKMX U nabopaTopHbIX WUCCrnedoBaHW Ans NOCTaHOBKM
auarHosa u gudpdepeHumaumm co cxoxumu aepmartosamu. Vmeetcsa psg 3aboneBaHuii ayTOMMMYHHOTO
1 HEOMNNacTU4eCKOro xapakTepa, acCoLUMPOBaHHbIX C NeMUIrycoM, YTO NPeACTaBnseT WNPOKNA FOPU3OHT ANs
[anbHeNLX NccrnenoBaHun.

Knioyesble criosa: WCTUHHAs akaHTonuMTUYecKas MysblpyaTka; oJnuMaemMuonorus; aHTutena K AecMo-
rMenHy; akaHTONMM3WC; KneTkM TuaHka; ny3sbipb; CMMNTOM HWKOMBLCKOro; KOMOPBGWAHOCTL; MpsMas UMMYHO-
dnoopecueHLns; UMMYHOEPMEHTHbIV aHanma.

YbIHBIT Bl AKAHTOJIMUTUKAJIBIK HEMOUTYCTYH
ITHONMATOIEHE3WHHWH, KINHUKAJIBIK O3rO4YOJIYKTOPYHYH
KAHA JUATHOCTUKACBIHBIH AKTYAJIAYY MACEJIEJIEPHU

A.M. banmaoaee, M. K. banmabaes

AHHOmayusi. YblHbIrbl akaHTONUTUKANbIK NemMurycTyH ToOy naToreHesnHUH Xanmbl MexaHU3MOepu xaHa ap
KaHgan KNUHUKanbIK KepyHywwTepy 6ap eHekeT ayTOMMMYHOYK peuuaveayy Oynnesgyy 4epmaTto3fnopayH YOoH,
ToBy. AHbIH nNaga 6onyLyHYH STUOMNOTUSNbIK acneKkTUnepun TanawTyy 6oAgoH Kanyyaa, GUpok annaepMUcTuH
MYRY34YY KaTMapbiHbIH MHTEPCTMUManabiK 3aTbiHAa ayTOMMMYHAYK KOMNEKCTEPAUH Nanga 6onyLuy xaHa aHaaH
KAANH aKaHTONMU3AMH eHYryLy MeHeH oopyraHAapAblH ObLMKbIP YenuHae KaHa TepucuHae blinaakvyanapabliH
nanga G6onyLyH TYLWYHAYPreH ayTOMMMYHAYK Teopusl anmnbiCbiHaH Kabbin anbiHraH. KnuHukansik 6enrunepm
naToreHeTUKarblk TEPanuUsChI3 bIHraNCbI3AbIKTLI Nanaa KeliraH, 6entantapabiH XKawoo canaTbiH TEMeHAeTYY4YY
)KaHa naToreHeTuKanblK TepanusiCbl3 eNyMre anbin KenreH Tbirbi3, KabblKKbl biinaakyanapgblH XaHa kern oopynyy
3p03MANapablH OHYryLwy MeHeH MyHe3aeneT. MemdurycTyH TeMeHKYAen KNMHMKanbIKk BapuaHTTapbl 6enyHeT:
vulgaris, foliaceus, cebopesanbik, BpasunuanbiK >xaHa BereTaTMBAMK, OLIOHAOW 3ne napaHeonnacTuKanbik
XaHa IgA nemdwmryc. [uarHo3 1 xxaHa 3 TunTern gecMornevHaepre aHTUTENonopay adyydy akaHTonm3 >kaHa
nabopatopusinblik MeTooaopAyH avKkanbilbl, OLIOHAOW 3ne 3NUMAEPMUCTMH COM KaTMapbiHOAa WMMYHAYK
KOMMMEeKCTEPANH YeryLly MeHeH wapTTanraH bup katap KnMHUKanblik cuMnTomaopro HernagenreH. OweHTumn,
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YblHbIrbl Nemduryc — 6yn Tepuae xaHa OblmKblp Yenaephe bliinaakya aneMeHTTEPUHUH Gonylly MeHeH
MYHO3[emreH, AMarHo3 KoKy >aHa OKLIOLW [AepMaTto3nop MeHeH AuddepeHumaumsnoo y4yH bup katap
KNVHUKanNbIK xaHa nabopaTopusinbik uaungeenepdy Ttanan KbeinraH 6enrmcns aTtuvonorusigarbi Gynnesgyy
[epMaTo3nopayH OKLIOLW KIMHMKANbIK KePYHYLWTOpPYHYH ToOy. lMemdwuryc meHeH GavinaHblwkaH Gup kartap
ayTOMMMYHAYK >KaHa HeonnacTuKanbelk MyHesaery oopynap 6ap, anap aHaaH apkbl U3WUngeenep Y4yH KeHupu
rOPU3OHTTY BuUnanper.

TyiyHAyy ce30ep: UblHbIrbl aKaHTONUTUKAMNbIK NEMUIYC; aNUAEMUONOrUS; AeCMOrTienHre Kapllbl aHTUTenorop;
akaHTonMauc; TuaHK KrneTkanapbl; blinakya; Hukonbckuin Genrvcu; komopbuaayynyk; Ty3 MMMYyHOYK
riroopecLeHLUs; UMMYHAYK-DEPMEHTTUK aHanms.

CURRENT ISSUES IN ETIOPATHOGENESIS,
CLINICAL MANIFESTATION AND DIAGNOSIS
OF TRUE ACANTHOLYTIC PEMPHIGUS

A.M. Baltabaev, M.K. Baltabaey

Abstract. The group of true acantholytic pemphigus is a large group of chronic autoimmune recurrent bullous
dermatoses with common mechanisms of pathogenesis and various clinical manifestations. The etiological
aspects of its occurrence remain controversial, but the autoimmune theory is generally accepted, explaining
the formation of blisters on the mucous membranes and skin of patients due to the formation of autoimmune
complexes in the interstitial substance of the stratum corneum of the epidermis and the subsequent development
of acantholysis. Clinical signs are characterized by the development of dense, flaky blisters and multiple painful
erosions, which without pathogenetic therapy cause discomfort, reduce the quality of life of patients and lead
to death without pathogenetic therapy. The following clinical variants of pemphigus are distinguished: vulgaris,
foliaceus, seborrheic, Brazilian and vegetative, as well as paraneoplastic and IgA pemphigus. The diagnosis is
based on a combination of acantholysis and laboratory methods that reveal antibodies to desmogleins of types
1 and 3, as well as a number of clinical symptoms caused by the deposition of immune complexes in the left
layer of the epidermis. Thus, true pemphigus is a group of similar clinical manifestations of bullous dermatoses
of unknown etiology, characterized by the presence of blistering elements on the skin and mucous membranes,
requiring a number of clinical and laboratory studies for diagnosis and differentiation with similar dermatoses.
There are a number of diseases of an autoimmune and neoplastic nature associated with pemphigus, which
represents a wide horizon for further research.

Keywords: true acantholytic pemphigus; epidemiology; anti-desmoglein antibodies; acantholysis; Tzanck cells;
blister; Nikolsky’s sign; comorbidity; direct immunofluorescence; enzyme immunoassay.

AKTyaJIbHOCTD. VIcTHHHAS akaHTONIUTHYECKAS

My3bIpUaTKa — TPYIIa XPOHHYECKUX OyIIIe3HBIX
JIepMaTo30B, OOYCIIOBICHHBIX TIPORYKIHEH ayTo-
PCAKTUBHBIX AHTUTEN K MEXYTOUHOMY BEIICCTBY
SMHICPMHCA, MPUBOISIINX K TIOSBICHUIO JITUICP-
MaJIbHBIX ITy3BIpEH Ha CIM3UCTBIX M KOXKHBIX IT0-
kpoBax [1, 2]. BeIaensroT HECKOTbKO KIMHUIECKUX
dbopM Ty3BIpYATKH C XapaKTePHBIMU KIIMHHKO-
MoponoruueckuMu  ocodeHHocTsMu. Haubonee
4acToO BCTPEUAEMON U TSDKEJOH SIBIIETCS ByJbrap-
Has ¢opma, BeisiBisgeMas B 70 % ciydaes [3, 4].
3a mpeapAyIIKMe IOkl UCCIeNOBaHUs ObLITH BbIJe-
JIEHBI pa3IMYHbIE THIOTE3bl MPOUCXOKICHUS: TEO-
pusi mnacTuHYaToro nedekra MpOTEHHOB, TOTEPU

XJIOPHUJIOB, BUPYCHasl, reHeTnyeckas. OJJHako BBUILY
HESICHOCTH ATHOJIOTHH JI0 CHX PACCMaTPUBAETCs POJIb
Pa3IMYHBIX TPUTTEPOB B MHHIMALMM W 3K3arepda-
UM 3200JICBaHMs: pauanys, BUPyCHAas MHQCKIHS,
BaKI[UHAIMSI, JICKAPCTBEHHBIC TIpernapaThl, OepeMeH-
HOCTb U HapylieHue quetsl [ 5, 6]. Ilpu nucroBuaHOM
My3bIpYaTKe W €€ BapuaHTe 3pUTEMaTo3HOU (cedo-
peiinoii, cunapom Cenupu — Amepa) dopme, pac-
CMAaTpPHUBACTCSl COJNHEYHAS WHCOJLSILUS, BBICTYIIAIO-
masi TPUITEPOM OOOCTPEHHs, BBUAY JIOKAJH3aIlHU
AJIEMEHTOB Ha OTKPBITHIX YacTsX Tena (JIUIO, BOJIO-
CHUCTast 4acTh TOJIOBEI, IIesl, 30Ha JEKOJbTE) [6].
AyTOMMMYyHHasl TEOpHUs, 3aHUMAIOIIAs J10-
MUHHUpYIOIEE TOJOKEHHE, MPEICTABIsSET MOJENb
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3a00JieBaHUsl KaK B-KJI€TOYHO-OMOCpEI0BaHHOE,
IIPH KOTOPOM TPOUCXOAUT 00pa3oBaHHE MAaTOJIOTH-
YECKHUX ayTOAHTHUTEN K IPyIe OENKOB KaIXepHHOB
IIATIOBATOTO CJIOS ATHICPMUCA, TPUBOISIINM K €T0
pacIUTaBIEHHUIO M TTOSIBIICHUIO 1Ty3bIpeii [ 1]. Hecmor-
ps Ha cBs3b 3a00J€BaHUS C TYMOPAJIbHBIM HMMY-
HUTETOM, HENb3s UCKIIOUUTH PONb T-KIETOYHBIX
peaknuii B moTepe MMMYHHOH MPHBUIICTHU KJIETOK
SMUJEPMHUCA, @ UMEHHO: NPOAYKIMH ayTOPEKTUB-
HeIX T-nmuMdonuToB (ayTopeakTHBHbIE JUMQOLH-
Thl — KJIETKM UMMYHHOM CHUCTEMBbI, 00pa3yrouuecs
B OOJIBLIIOM KOJIMYECTBE MPU ayTOMMMYHHBIX 3a00-
JIEBaHUAX, UTPAIOIIKE KIIIOYEBYIO POJIb B TOBPEXK-
JIeHUH COOCTBEHHBIX TKaHed u opraHoB. CchUika:
http://www.gemclinic.ru/s123.php) k mecmMocomam
U BBIpa0OTKE TPOBOCHIAIMTEIBHBIX IUTOKHHOB,
BIIUSIONIUX Ha aKTHUBanuio B-kietok [7].

OnuaeMHoIorusa. AKAHTOIUTHYECKAs IIy-
3BIpYaTKa PACIpPOCTPAaHCHA B HEKOTOPHIX STHHYC-
CKHX TpyINIax B COBOKYITHOCTH C TEHETHYECKOH
nerepmuHaHTod. CpemHuid Bo3pacT jeOrora 3a-
OoyeBaHMST BaphUPYET B PA3HBIX MOMYISIHIX
or 36,5 mo 72,4 rona [8, 9]. Bricokas 3aboJjeBae-
MOCTh HaOIIOHAaeTcsl B MOMYJSIHU €BpeeB AIIKe-
Ha3d W 3THUYECKUX TPy, MPOKUBAIOUIMX MO Oe-
peram Cpeauzemuoro mops [3, 10], u cocraBnser
ot 0,076 no 5 na 100 ThICSY HAceNCHHUsI; B TEHJIEP-
HOM COOTHOILIEHUM MPEBAJIHUPYET Y JKEHIIUH (MYXK-
yuHbI 1: xeHmuuel 1-2,25) [11, 12].

B pasnuyHBIX STHUYECKHX Tpymmnax HaOmo-
JIaeTCsl TETePOTeHHOCTh paclpeleNieHus UCTHUH-
HOW My3bIpYaTKH, TakK 3a00JeBaeMOCTh B IOMY-
nmsiuun @Ouunsaauu coctasuina 0,76 B cpaBHEHUH
¢ 16,1 na 1 munmon nacenenus B Mzpawne [13, 14].
B momymAmmoHHOM HCCIIETOBaHUM, MPOBEICHHOM
B M3pawmie (2017) yacToTa MCTUHHOW ITy3BIPYATKH
HaOroaIach B 3,6 pasa Jaiie B eBpeHCKOH MOTyJis-
MU B CpaBHEHWH ¢ apabamu [15]. JlanHas ocobOeH-
HOCTBH PACIPOCTPAHCHUS CBs3aHA C TEHETHYCCKOMH
MPEIPACIIONOKCHHOCTBIO, CBA3AHHOM C aluIeIsIMu
HLA 2-ro xmacca HLA-DRB1*¥04 u HLA-A*10
[16, 17]. B uccnenoBanuu, nposenennom Kridin K.
B 2018 roxy, npoJeMOHCTpUpPOBaHa CPaBHUTEIbHAS
XapaKTepUCTHKAa MEXIY paclpOCTPAaHEHHOCTHIO
BYJNIBrapHOW W JHUCTOBUIHOW (HOPM ITy3BIPYATKH
B pa3NMuHBIX reorpaduyeckux 3oHax. Hambomb-
1ast pacipoCTPaHEHHOCTh BYJIbTapHOH ITy3bIpUaTKH
cocrauia 94,7 % B Caynosckoii Apasuu, M3paune

n Upane, Torna kak Haumensbinas B Upane 16,7 %.
JlmaMeTpanbsHO TPOTHUBOMONOXKHAS CUTYaIUsl HAO-
JFONAeTCSl B OTHOIICHUH JIMCTOBUIHOW (DOPMBI:
HauMmeHblas B CaynoBckoii Apasuu — 5,3 % u Hau-
oonbmas 87,3 % — B Manu [1]. UccnenoBanue 2012
roza IOKa3ajio, 4TO MOMUMOP(HBIA BapHaHT TeHA
ST18, xonmupyromuii MpOAMONTOTUIECKYIO0 MOJIEKY-
Iy, JOCTOBEPHO CBS3aH C IEPMATO30M B IOMYJISLIUN
eBpeeB U eruntsH [18]. Takum oOpazoM, HCTUHHAS
MMy3bIpyaTka UMEeT KaK T'€HEeTHYECKYIO JeTepPMHUHU-
POBAaHHOCTb, TaK U DHJIEMHUYHOCTb PACIpPOCTpaHe-
HUS B PA3HBIX MOMYJIALUAX.

ITatorenes. Jlecmorneuns! 1 u 3 — mimkomnpo-
TEUHBI, 00eCIeUnBAIONINE CIEINICHHE KIETOK IIH-
MOBATOTO CIIOS ATHJIEPMHUCA, TAKKE SIBISIONIHECS
TOYKOH TPUIOKEHUS IUPKYIUPYIOIUX ayTOaH-
tuten [19]. OmnoxeHne MMMYHHBIX KOMITJIEKCOB
onpenessieT JOKAIU3aLU JIEMEHTOB Ha CIIU3UC-
TBIX U KOXKHBIX HOKpPOBaxX IIPHU Pa3HbIX KIMHHUYE-
cKkuX (opMmax IMy3bIpUaTku. [leCMOTICHHBI B pa3-
JIMYHOM COOTHOLIEHUH INPEICTaBJIE€Hbl HA CIIM3HC-
TBIX U KOXKE, 9TO OOBSCHSCT MOSBICHHE ITy3bIpeh
B Havaje 3a00JIEBaHUS Ha CIU3UCTBIX O0OJOYKaX,
U B JJaNbHEHIIEM IepexoJe Ha KOKHBIE MOKPOBBI
npu ByJbrapHoit Qopme. JlaHHBI MEXaHU3M IO-
SIBIICHUS ITy3bIPE MOXKET OBITh OOBACHEH KOMIICH-
catopHoil Teopuel [Amagai and Stainley, 1999],
KOTOpasi JAEMOHCTPUPYET paclpelielieHue IecMo-
rierHa-3 Ooblie Ha CIM3UCTBIX M Mapada3alibHO
B JMUJEPMHUCE, TOTNa KaK JIeCMOITIenH-1 B OCHOB-
HOM 3KCIIPECCHPYETCsl B BEPXHHUX CIOSX JIHUICP-
MHCa W MEHBIIE HAa CIU3UCTHIX oOoyioukax [12].
Ilpn nUCTOBHAHONW My3bIpUaTKE MPOMCXOAUT 00-
pasoBaHHME aHTHUTEN K JAeCMOIIeHHy-1, 4to 00y-
CJIOBJIMBAET IOSABJICHUE IOBEPXHOCTHBIX ITy3bIpeit
Ha KOK€ M OTCYTCTBHE BOBJICUCHHS CITU3UCTHIX 000-
JIOYEK, TaK Ha CIM3HUCTHIX MOKPOBAaX MUCQYHKIIHS
JilecMoryierHa- 1 KOMIEHCUPYETCsl JECMOITIEMHOM-3.

[Ipu ByaprapHoit hopme mepBHYHO 0OPA3YIOT-
Csl @aHTUTENA K IECMOIVIEHHY-3, YTO IPUBOJIUT K MO-
PaXKEHUIO CIIM3UCTBIX, TAK KaK B KOK€ LEJIOCTHOCTh
KOMIIEHCATOPHO 00ECIEeYNBACTCS 1€CMOTIIEHHOM- 1.
Ha cnuzucTeix 0005104Kax qecMorsienH-1 npeacras-
JIeH MUHUMAJIbHO B OTJIMYHE OT KOXKH, €ro KoJrye-
CTBO HEIOCTATOYHO JJIsi KOMIIEHCAIIUU JAECMOIJICH-
Ha-3 W COXpaHEHHUsl CTPYKTYpPHOU IOJIHOLEHHOCTH
[IMITOBATOTO CIIOSA, YTO MPUBOIUT K MOCIEAYIOIIEMY
PACCIIOCHHUIO 32 CUCT aKAHTOJIU3HUCA, U TOSBICHUIO
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my3bIpei u apo3uil. [Ipu Hanmuauy aHTUTEN K 000UM
JIeCMOTJICHHAM HaOJIOIAaeTCsl TIOpaKeHHE KaK CIIH-
3UCTBIX U KOKHBIX TTOKPOBOB [3, 12, 20].

Marorucrosorus. [lpu pazmuysabix ¢dopmax
Ty3BIPYATKH UMEIOTCS PSIIl O0IUX (PEHOMEHOB: OT-
JIOXKEHHE ayTOAHTUTEN K lecMorienHaM Kiacca IgG
B MPOCKIWU ITUTIOBATOTO CIIOSI TI0 THITY ‘‘pPBIOBbEH
ceTH”; BJICHHE aKaHTOJIM3a — PACIUIABICHHE MEXY-
TOYHOT'O BELIECTBA HIMIIOBATHIX KJIETOK U THCTOJO-
TUYECKUM MPU3HAKaM: OKPYTJICHUS STIHIEPMOLIUTOB
U perpecc SApBIIEK, BbIpaKeHHas Oa3zoQuibHas
OKpacka LUTOIUIa3Mbl BOKpYT siapa [2, 3]. [lannas
KapTHHA MOXKET TaKKe BCTpeUaThbCs IPU BUPYCHBIX
JiepMaro3ax, BBI3BAHHBIX CEMEWCTBOM BHPYCOB
MIPOCTOTO Tepreca, BBUAY OAJUIOHUpYIOLIEH Jere-
HEpaIuK KIETOK M B CICICTBUH Pa3BUTHIO aKaHTO-
nu3a. KieTku, HaliIeHHbIE B COIEPIKUMOM ITy3bIpS,
ObUTM Ha3BaHbI aKAaHTOIWUTHYECKUMH, Win TIaHKa,
Mo (aMHIMKM aBCTPHICKOTO Jepmarojiora — ApHO
Toanka, BHEpBbIE ONMCABLIETO MHUKPOCKOIIHMYE-
CKYIO XapaKTEepHUCTHUKY KJIeTok B 1948 1. [21, 22].

3a cuer pacIulaBiIeHMs SIHUIEPMHUCA IPOUC-
XOIIUT PAacCIIOEHHE HUJEPMHUCA U IOSBICHUE WH-
TPadNUAECPMAIBLHON MOJOCTH, KyJa BBIIOTEBAET
TpaHcCynaT, B KOTOPOM CBOOOIHO pacIojiararor-
cs akaHTOJIMTHYEcKHue kieTku Tuanka [2, 3, 21].
Bepxymika my3sipst nmpeAcTaBisieT coO00il BepxXxHHUE
CJIOM DSIUAEpPMHCA, a JIHO HANOMUHAET KapTUHY
“HanrpoOuit” (tomb-stone) 3a cueT dYepenoBaHUA
OCTAaBIIUXCS HIMIIOBATBHIX KJIETOK, MPUKPETICHHBIX
K OazanpHON MeMmOpane [2]. Taxke ¢ TOIOCTH IMy-
3BIPSl OMIPEACIIIOTCS 303MHOMUIBI U HecTierudude-
CKHUH MepUBacKyIIpHBIH nHGMILTpaT [2, 12]. B 3a-
BHCHUMOCTH OT KJIMHHUYECKOH (DOPMBI ITy3bIPUATKH
HaOmomaeTcss pasIUYHBI YPOBCHb JIOKAIH3AINN
My3bIpei, IpH BYJIBrapHOH (pOopMe — HHTpadITUICp-
MaJIbHO; JIMCTOBWIHON Oojiee TMOBEPXHOCTHBIM —
B 3CPHICTOM M POTOBOM; TIPH BETETUPYIOLIEH (Gop-
M€ MPUCYTCTBYIOT MANMUIOMATO3 U TUIEPaKaHTO3,
9TO0 OOBSICHSICT MOSIBICHUE BEreTallui, MPEHMYIIe-
CTBEHHO B CKJIaJKax Koxu [3, 12].

Kiunandeckas xapruHa. KimmHnueckue mnpo-
SIBIICHUSI XapaKTepU3yIOTCS MIEPBOHAYAIbHBIM MOSB-
JIEHHUEeM 3pO3MH Ha CIM3MCTBHIX MOKPOBaX POTOBOMN
MOJIOCTH ¥ AaHOTEHUTAIILHOW 30HBI U IOCIETYIOIEM
BOBJICUCHUEM KOXKHBIX TIOKPOBOB Ha JIUIIE, CKAJbIIe
Y TYJIOBHUIIE, TAK)KE B CKIAJIKaX KOXKH U KOHEYHOC-
x [1, 2].

Kimanyeckne BapuaHThl ICTUHHON aKaHTOJH-
TUYECKON Iy3bIpYaTKU MMEIOT Psifi CXOKUX I1aTo-
TFEeHETUYECKUX MOMEHTOB, HO HEKOTOPYIO Pa3HUILY
B JIOKAJIH3AIUH MOP(HOIITEMEHTOB B UX IBOIIOIHIO,
OOYCJIOBJICHHYIO ~ TIaTOTCHETHYCCKUMH  OCOOCH-
HOCTAMHU [OPAXEHUs JeCMOIIEMHOB. Bplaensior
OCHOBHBIE (DOPMBI — BYJIBIapHYIO, JIICTOBHIHYIO,
cebopelinyto (apuremaro3Has, cunapomM CeHupu —
Amepa) u Beretupytouryto Amnano — HolimanHa,
OJIHAKO JaHHOE JIeJIeHHE YCIOBHO U 4acTo HaOmo-
Jaetcs nepexoj KIMHUYecKux (GopM y omHOro ma-
nuenta [21]. Taxxke BblieneHs! (POPMBI TUCTOBU-
HOW my3bIpuaTku: Opasuibckas (fogo selvagem),
KOJIOMOMIiCKast, TYHU3HHCKasl, KOTOPBIC HOCAT OOJIb-
1Ie SHJACMHUYHBIA XapakTep W CBSA3aHBI C JICTCPMHU-
Ha"Ttamu amwtene HLA 2-ro kmacca [1, 4, 23].

Kivanyecknii  cHMIITOMOKOMITJIEKC OCHOBaH
Ha BBIABIEHUU psAla NPU3HAKOB, B OCHOBE KOTO-
PBIX JIEKUT AaKaHTOJAM3. Pa3inuuaroT: CUIIMIITOM
Hukosnbckoro B Tpex Bapuantax, Acbo — ['aH3eHa
u lllexnakoBa (“rpymu’). [Ipu BynbrapHou my3sip-
yaTke IaTOJIOTUYECKU mpolecc Ae0I0THPYET Co
CJIM3UCTON MOJOCTH PTa, B OCHOBHOM Ha BHYTpEH-
Hell MOBEPXHOCTH ILIEK U NEepexXOAHOH 30He nuTe-
nmust Ty0 [24], 4TO MOXXET YBOJAWUTH CIELHATUCTOB
B CTOPOHY TI€pIeTHYECKOr0 CTOMATHTa, OONe3HU
Bexuera, neckBaMaTMBHOIO TMHTHBUTA, a TaKKe
KpPacHOTo MJIOCKOTO JIMIIAsi CIM3UCTBIX WM CIHU-
3UCTO-KOKHOTO TeMmpurouaa [12, 25, 26]. Dpo3un
Ha CIM3UCTOM pTa, MUIIEBOAA NMPHUBOAAT K OTKa3y
OT KECTKOW MHINU B TOJb3Y KUAKOH, YTO B JOJITO-
CPOYHOM IEPCHEKTUBE CIIOCOOCTBYET PA3BUTHIO Ka-
XEKCHHM MAIUeHTOB. /TnTeIpHOE PeriINBHPYIOIICe
TEUEHUE CTOMATUTa U OTCYTCTBUE I1OJIOKHUTEIbHON
JUHAMUKHU OT MECTHOI'O JIEYEHUs MOXKET HaTaJKu-
BaTb Ha MBICTh Ha HEOOXOAMMOCTH HCKIIOUCHUS
HavalbHBIX NPOSBICHUNA TMy3bipuatku [26]. ITlpo-
BEJICHHE Ma3Ka-OTIedyaTka Ha AaKaHTOJIMTUYECKHUE
KJIETKH SBISETCS MEPBBIM LIaroM Juisi 000CHOBa-
HUS AuarHosa. JlaHHBIA TeCT He sBIJIETCS Iaror-
HOMOHHUYHBIM TOJBKO Uil THeM(puryca M MOXKET
OBITh MOJIOKUTENBHBIM TPU IPYTUX 3a00JIeBaHUSIX
KOXKM: TOKCHYECKOM SHHJEPMaIbHOM HEKPOIH3E,
cunapome CtuBeHca — [IKOHCOHA, TPAHUZUTOPHOM
aKaHTOJIMTUUYECKOU Aepmarose, Auckeparose apsbe,
MUOJEPMUSIX U BUPYCHBIX JiepMaro3ax [21].

ITosiBnenne OyNIE3HBIX SJIEMEHTOB Ha KOXKE
B COUCTAHUH C MOPAKCHHUEM CIH3UCTHIX SIBISICTCS
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Pucynok 1 — [larmenTtka ¢ BynbrapHoit
(dhopmoii my3sipuarku. Habmromarores npsioiibie
ITy3bIPH C THOMHBIM COAEPKUMBIM Ha SPUTEMATO3HOM
OCHOBaHHMHU M MHOKECTBEHHBIE 3PO3UH
HA IepeTHe MOBEPXHOCTH Tela

XapaKTEePHbIM Ul BYJIBIapHON (OPMBI ITy3bIp-
yarkd. [ly3plpy MOTyT BO3HMKATh IMEPBHYHO, TaK
U M3 PUTEMATO3HbIX NATeH. [loBceMecTHbIE MOK-
Hyle OOJEe3HEHHbIE HPO3MH, BO3HMKAIOIINE
Ha MecTe JpsONbIX My3bIpel, MPUBOAAT K MOTEpE
SKUJIKOCTH, MIPOTEHHOB U SIBIISIIOTCS BXOJHBIMH BO-
poTamH JUTs BTOPHIHOM MH(EKINH, YTO OTATOIIACT
COCTOSTHME ¥ TIPHYMHSACT 3HAYUMBIA IHCKOM(OPT
nanuenTam (pucyHok 1) [2, 21, 26].

Cumnmom Hukonvckozo. Ilepgviti  6apuanm
OTIpEETIICTCS TIOTATHBAHIEM 32 OOpPBIBOK SITHIEP-
MHCa TIHHIIETOM H €T0 JICHTOOOPa3HBIM OTCIOCHHEM
1o repu)epuu, YTO MPUBOANUT K YBEIUICHHIO TIIO-
maau nyssips. Ilpu emopom eapuanme — notupa-
HHUE KOXH MEXIy IBYMs OJHM3KOPACIOIOKCHHBIMU
My3BIPSIMU TIPUBOJUT K OTCIIAWBAHUIO KOXKHU MEXKILY
My3BIPSIMA M CIIUSHUIO B OJUH OOJBLIOW 3JI€MEHT,
YTO OOBSACHSETCS aKaHTOJIM30M KaK B oyarax, TaK
1 BOJIM3HU y3bIpei. Tpemuii éapuanm — B OCHOBHOM
BBISBIISIETCSI B CTAMIO IIPOTPECCHPOBAHUS 3a001e-
BaHUS M XapaKTepU3yeTCs TIOSBICHUEM HOBOTO dJie-
MEHTa IPU MOTHPAHUHM HA BUANMO HEH3MEHCHHOM
y4acTKe KOKM B OTJAJICHUH OT 3po3uii [21, 27, 28].

Cumnmonm Illexnaxosa, unu ‘“epywu’, Tpo-
BOIWTCS B BEPTHKAJIHHOM IIOJIOKCHUM TTAllMCHTA

Pucynoxk 2 — [TanpeHTKa ¢ ByJbrapHoit popmoit
Iy3bIPYaTKH ¢ MHO)KECTBEHHBIMH ITY3bIPSIMU
B ¢opme “rpymn” (cumnrom lleknakosa).
Habmonaercst orcnanBanue snuaepMuca
o nepudepuu my3sipert (cumnToM HUKOIBCKOTO)
1 9PO3HH TIOKPBITHIE TEMOPPArHYeCKUMH KOPOUKaMH

TIPY HAJIMYHH CBEKUX APSIONBIX ITy3BIPHBIX JJIEMEH-
TOB. 3a CUET CHJIBI TPaBHUTAIMH JKUAKOCTH YCTPEM-
JSIeTCSl KHU3Y 2JIEMEHTa M IIPUBOIHT K Mepepactpe-
JETICHATIO KHUIKOCTH, HAaTOMUHAIome! ¢hopmy “Tpy-
um” (pucyHok 2) [29].

Cumnmom Acbo-I anzena (HEPSIMON CUMIITOM
Huxkonbckoro) — BIEpBBIC ONKCaH BpauoM-Teparie-
BeroMm u3 [Jlanuu Gustav Asboe-Hansen B 1960 ro-
ny. Ilpy HamgaBnMBaHMU Ha MOBEPXHOCTH Iy3BIPS,
3a CYCT MOBBIIICHHUS BHYTPHUITY3BIPHOTO IABIICHHUS
MPOKCXOAUT JajbHEHIee OTCIAauBAHUE OIUIEP-
MHCa U yBeIIMYeHHUe ero B ooreme [27, 28]. Beime-
yKa33HHI)II>‘I CUMIITOM MHNATOTHOMOHHWYEH HE TOJIBKO
JUTSL Ty3bIPYaTKA U MOJKET BCTPEUATHCS TPH IPYyTUX
Oyute3HbIX aepmarosax [27].

Jli11 0OBEKTUBHOM OLIEHKH KJIMHUYECKON TSDKEC-
TH Ty3bIPYaTKN MPEATIOKEHBI Pa3IHYHBIC IITKAIIBI,
MTO3BOJISTIONINE OIICHUTH AKTHBHOCTH 3a00JICBaHMS
U IUTOINA/b TTOPAKEHHS B Pa3UUHBIX aHATOMUYe-
CKHX 30HaX W BOBIICUCHHE CIIM3HUCTHIX O0OJOYEK,
YTO MPENOCTABISICT IUPOKUHA apCeHAN IS OI[CHKA
3(h(GEKTUBHOCTH Tepanuyd M JIMHAMHYECKOro Hal-
mrofenus. LIMpoko WMCIONb3yeMbIMU  SIBISTFOTCS
CIICAYIONIUE IIKAJBl: WHICKC IUIOMAAN HOpaxe-
Hust npu myselpuatke (PDAI — Pemphigus Disease
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Area Index), GayuipHast OICHKA TSDKECTH ayTOMM-
MYHHBIX Oy/Ie3HBIX 3a0oneBannii koxku (ABSIS —
Autoimmune bullous skin disorder intensity score),
WHJIEKC TUTOIIATN MOPaXEHUS M TSDKECTH ITy3BIp-
qgarku (PAAS Pemphigus Area and Activity Score),
WHJEKC aKTUBHOCTM mipu my3bipuarke (PAS —
Pemphigus activity score), cuctema orieHkn Maxaj-
xaHa (MSS — Mahajan’s scoring system), HHIEKC
Tsokectn npu Tyseipuatke lkeda (Ikeda’s SIP —
Ikeda’s Severity Index for Pemphigus) [30-35].

Haunbonee yHUBEpCANBHBIM U KIMHHYCCKU
BOCHPOM3BOJUMBIM ~ MHCTPYMEHTOM  CUHUTAETCS
mkaina PDAI, npeanoxennas B 2005 rony Mexuay-
HapoIHBIM KOMHUTETOM IO My3blpuaTke. JlaHHas
IIKajIa TTO3BOJISIET OLIEHUTH XapaKTep, pa3Mep U Ko-
JINYECTBO JIEMEHTOB B OJHOM aHATOMUYECKOM 30HE
KakK Ha KOKe, TaK U Ha CIIM3UCTHIX 000J10YKax B Oaj-
nax. OTae’apHO MIKana AaéT WHCTPYMEHT Jisi Hal-
JIONCHUS 33 TOCTBOCHAIUTEIGHOW ITMTMEHTAIH-
el B mepmop perpecca 3abonmeBaHus. s omeHKH
TUTOIAIN TIOPAKEHHSI M TSDKECTH CyMMapHOE Mak-
CHMaJIbHOE KOJMYECTBO OauioB MOXET HOCTH-
rate 263, u3 Hux 250 Ha aKTMBHOCTEL 3a00JI€BaHUs
(120 — xoxHBIE TOKPOBBI, 10 — BoMOCHCTasT YacTh
rosioBbl, 120 — cnuzucTsie obonouku) u 13 Gamnos
JUIA OLIEHKH IOCTBOCIHAJIUTEIbHON THUIEPIUTMEH-
TaIlM{ ¥ SPUTEMBI BOKPYT Pa3pEIIUBIIUXCS 04aroB
[30].

Dnurenuzanus 3po3uil  HaOIrogaeTcs MpU-
MEpHO CIyCTs ABE HeJeau Ha (OHE MPOBOAUMON
MECTHOM U 0011el IMMYHOCYIIPECCUBHON TEPAITHH.
Opo3un MOKPHIBAIOTCS (PHOPUHOBBIM HAJIETOM, 3a-
TEM KOPOYKAMH M TIOCIIC PA3PEIICHHUS] OCTABISIOT
BTOPUYHYIO runepnurmeHtanuto. [Ipu Beretupyro-
mei ¢popMe Ha MecTe dpo3ui 00pasyrTcs Bere-
THUPYIOIIHE SJIEMEHTHl M KOPKH, 4acTo C HeNpH-
SITHBIM 3aIlaXOM 3@ CYET KOJOHH3AIWU BTOPUIHOM
Mukpodiopel B ckimagkax koxu [21]. B 1981 romy
Premalatha Obw1O BHEpBBIC ONMHCAHO H3MEHCHHE
sI3pIKA MO THITY “TiepeOpudopMHOro” y manueHToB
¢ BereTupytouieit hopmoii my3sipyarku [28].

JIOTIOTHUTEbHBIMU KIMHHYCCKIMU HAXOIKa-
MU MOT'YT OBITh TIOMHOTTEBBIC T€MATOMBI, ITAPOHH-
XUU 1 oHUXoaucTpoduu [36].

Ocii0:)kHeHHSI MW CMEPTHOCTb. BHenpenue
KOPTUKOCTEPOUJHOM Tepanuu B Hagane 1950-x ro-
JIOB TIO3BOJIUJIO CHU3UTH CMEPTHOCTh OT Iy3bIpYar-
ku co 75 no 30 % [37]. B nByX opuruHaiabHbIX

WCCIIE0BAaHMX, IPOBeNIeHHbIX B M3panne n Ha Taii-
BaHe, OBIIM M3YYEHBI PUCKH CMEPTHOCTH y TAIlH-
€HTOB C ITy3bIPUATKOM B CPaBHEHUH C OOIIEH IoIy-
JILUe, KOTopble IOKa3allu, YTO THEBMOHUS U Cell-
CHUC SIBUJIUCh OCHOBHBIMHM NPUYMHAMH CMEPTHOCTH
[10, 38]. B m3paunbCckoil MOMYISIIIUA CMEPTHOCTh
OT MHEBMOHUHU CpeIu MALUEeHTOB C Iy3bIpYaTKOM
BcTpedanack B 22,6 % yarie B CpaBHEHUU C O0IIeH
nonynsinuei [38].

[Ipu nuctoBUIHON hopmMe My3bIpUAaTKU OTME-
yaeTcsi 0ojiee JOOPOKaYeCTBEHHOE U XPOHUYECKOE
TEUYEHHE C TePCUCTEHIMEH Ha MPOTSKEHUH MHO-
rux jet. Tak, B uccieaoBaHuu, NPoBeeHHOM B 13-
pamsie, CMEpTHOCTh NPH JaHHOH (opme He ObLIa
MOBBIIIIEHA B CPAaBHUTENBHBIX TPyMIax IO BO3-
pacty u moily. BeDKHBaeMOCTh MAIlMEHTOB 4epe3
1, 10 u 20 net cocraBuia 100, 92,5 u 81,2 %, co-
OTBETCTBEHHO [15].

OcnoKHEHMs Iy3bIpYaTKd MOI'YT BO3HMKATh
Kak OT OCHOBHOTO 3a00JICBaHUS, TaK U IPH HECOO-
JIIOIEHUH TUT'MEHbI IOJIOCTH PTa — FTMHTUBUTE, KaH-
IMI03HOM TIIOCCUTE, BTOPUYIHOM HH(UIIMPOBAHUU
paH, KpOBOTEYEHMM, ITHEBMOHHMHM, KaXEeKCUU (BTO-
pUYHAs 3a CUeT Oe(PHUIUTA OCITKOBOTO IMUTAHUA),
a TaKXke OT MOCIEACTBUH HMMMYHOCYIPECCHBHOMN
Tepanuy — caxapHoro nuabera 2-ro THIla, apTepu-
aNbHOM TUNEPTEH3UH, PELUUAUBOB HHTEPKYPPEHT-
HBIX 3a00JIeBaHUil, 0CTeonopo3a, cuHapoma MieH-
ko — KyInHra, racTpomyoleHalbHbIX 53B, THPCY-
tuzma [10, 12].

KomopOugnocts.  Omnmcanbsl  accouuanuu
BYJIBFapHOW ITy3BIPYATKH C ayTOUMMYHHBIMHU 3200-
JIEBaHUSIMUA, HOBOOPA30BaHUSAMH d30(aroractpaib-
HOW 30HBI M T'€MaTOJOTHICCKUMH 3a00JIeBaHISIMU
[1, 3]. CumTaercss BO3MOXKHBIM, YTO JTUTCIHHOC
MMMYHHO€ BOCIHAJIEHHE, MMOCTOSHHAsl CTUMYJISLMS
B-kneTtox ¥ mpoayKuMs UUTOKMHOB, M YCTONYH-
BOCTb K allONTO3Y, Hapsly ¢ UMMYHOCYIIPECCUBHOM
Tepanueil, MOXXeT CTUMYJIHUPOBaTb NPOU3BOACTBO
MIPOOHKOTE€HHBIX (PAKTOPOB U PAa3BUTHE HEOIIa3Uil
[3]. B KOropTHOM HCCIIE€JOBAaHUM OMNMCAHBI ACCO-
HUalM My3bIPYaTKd C CHUCTEMHOW KpacHOH BOII-
YaHKOH, caxapHbIM nuaberom 1-ro Tuma, ayTouM-
MYHHBIM THPEOMIUTOM, PEBMATOUIHBIM apTPUTOM
U CEepACUHO-COCYAUCTHIMHU 3a00neBanusiMu [39, 40].
B nonynsumonHom uccnenoBanuu 1985 manuen-
TOB BBISIBJICHO COYETAHUE BYJIBIAPHON ITy3bIPYATKH
C MHO)KECTBCHHBIMH MHUEIIOMaMH, HEXOKUHCKUMHU
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auMdoMamu, HapsLy ¢ HOBOOPa30BaHUSIMHU TacTpo-
JIyOJ€HAJIbHOTO TpaKkTa U Jerkux [41, 42].

JuddepennmanpHas  AMarHOCTHKA  MPOBO-
JIUTCSL B MEPBYIO OUepedb MEXIy KIMHUYECKUMH
(opMamMu aKaHTOTUTHUIECKOH ITy3BIPYATKH, a TAKKE
C IPYTHMHU OYJUIC3HBIMH JAEPMAaTO3aMHU: OYIIC3HBIM
nempurongom JleBepa, reprneTHGOPMHBIM IepMa-
To30M JlfopuHTa, JTOOPOKAUYECTBEHHOW CEeMEWHOM
my3bIpgatkoi I'yxkepo — Xelnu — Xelnu U HeKoTo-
PBIME KOXXHBIMH 3a00JIEBAaHUSMH, ITPU KOTOPBIX Of-
HUM U3 TIEPBUYHBIX MOP(OITEMEHTOB MOXKET ObITH
My3bIpb: TOKCUYECKUI SMUAEpPMabHBIA HEKPOJIH3,
cunapom CrueHca — J[xoHcoHa, Oyme3Has ¢Gop-
Ma KpacHOTo TUIOCKOTO JIMIIAsi, KpacHas BOJYaHKA
[21, 27].

JAnarnocTuka. OcHOBaHa Ha BBISBICHUHU:
a) KJIMHHYECKOTO CHMIITOMOKOMIIIEKCA, COCTOS-
mero u3 cuMnromoB Hukonbckoro, Ac6o-I"an3ena
u IllexitakoBa, 0) MAaTOTUCTOJIOTUYESCKUX TPOSIBIIC-
HUSX aKaHTOJIM3a B AMUIEPMHUCE U TECTE Ha KIETKU
Tnanka, B) 1a00paTOPHON TUATHOCTHUKE — BBISIBIIC-
Hun a"tuten kiacca IgG x mecmornenHam 1 u 3,
UMMYHOQITIOOPECIICHIINH 32 CUCT OTIIOKCHHUS MaTo-
noruueckux ayroanturen IgG u xommaumenrta C3
B LIMIIOBATOM clioe anuaepmuca [1, 3, 12, 217.

B pyTuHHON OMarHOCTHKE MCIOIb3YETCS TECT
Ha aKaHTOJNUTHYECKHE KJIEeTKH TIaHKa, KOTOPBIH,
OJTHaKO, HE BEpUPHULUMPYET AUATHO3, TaK KaK MO-
JKET OBITh MOJOKUTENIBHBIM TIPU JIPYTUX JAEpPMaTo-
3ax [20, 21]. Tect mpOBOAUTCS C OTKPBITHIX CBEXKHX
9pO3Uil M TIO3BOJIAET METOIOM CBETOBOH MHKPO-
CKOITMU BBISIBUTH aKaHTOJIMTUYECKHE KJICTKU C MUK~
HOTHYECKHUM SIpOM U 0a30(pUIbHON ITUTOTLIA3MOM
Y B MEHBIIIEM KoJruecTBe 303uHoduib [20, 21].

1 noaTBepKAEHU IMArHo3a MPUMEHSIOTCS
HECKOJIBKO J1Ta00paTOPHBIX MaTroio0B: UMMYyHOdep-
MEHTHBII aHanu3, mpsMas U HenpsMas UMMYHO-
diryopecueHys, utMMyHoOIOTHHT [2, 3, 12, 21].

Hmmynogpepmenmmuoiii ananuz (MPDA), nosso-
JSIOMIMNA BBISBUTH HAJMYUE U KOJIMYECTBO aHTHUTEN
K JecMorieMHaM 1| ¥ 3 B CBHIBOPOTKE HCCIENYyEeMO-
ro [3, 12, 21, 26]. MeTox sIBISIETCSI CONIOCTAaBUMBIM
Mo CHeuu(UYHOCTH C MPSIMOH HUMMYHO]Iyopec-
LEHIMeH, HO B MEHbLICH CTENeHW YYBCTBUTEIICH.
AHTHTENAa K JIECMOINIEUHY-3 MOTYT BBISBISATHCS
MIPU U30JUPOBAHHOM TOPAKEHHH CIM3HUCTBIX 000-
JIOYEK TIPU BYJbTapHOH (hopme, TOT/Ia KaK CoYeTaH-
HOC BBISIBJICHHUE aHTUTEJ K O0OMM JIeCMOTIICHHAM

KITMHUYECKHA KOPPEIUpPYeT C MOPaKEHUEM CIIU3UC-
TO-KOXKHBIX TIOKpoBOB [1-3, 12, 21]. N3onaupoBan-
HOC BEBLIBJICHHWE AHTHUTEN K JECMOITCHHY-1 Xapak-
TEpHO JJISI TIOPaKCHUSI TOJIBKO KOXKHBIX ITOKPOBOB
MIPH JIMCTOBHIHOW (hopMme mmy3bipuaTtku [2, 3, 21].
H®A 1o3BOISIET ONpEeNesiTh KOMUISCTBO aHTHTE,
YTO TaK)Ke KOCBEHHO MO3BOJISICT CYIUTH 00 aKTHB-
HOCTH | TSDKECTH 3200JICBAHUS M SBISICTCS TIPEIHIK-
TopoM obocTpenus. OJHAKO OTMEYEHbI Cilydaw,
KOTJIa OTCYTCTBHE aHTUTEN ObUIO HECOMOCTABUMBIM
C KIMHUYECKUMHU MPOSBICHUSMH, XapaKTEPHBIMH
JUISL Ty3bIpYaTKH, B TaKUX CIIydasx Iielecoodpas-
HO BBINIOJTHEHHE MPSMOW MMMYHO(IIyOpECLEHINH
[3, 21, 43, 44].

Ilpamaa  ummynoguyopecyenyus — (ITAD).
[IpoBoguTCst mMOCiHE MPOBEACHUS OWOINCHH TIaH-
geM (4-6 MM) B Tpenenax Spo3uH/Iy3bIps W/UIH
Ha TpaHMIIC C HENOBPEKICHHON KOXeH, rie Ouo-
nrar oOpabaThIBaeTCsl CHIBOPOTKOW C aHTHUTEIAMH
1 (pIIyOPOXpPOMOM, KOTOPBIN CBSI3BIBACTCS C TTATONIO-
TMYECKMMHU aHTUTENIaMU K JleCMoIIenHy-1, 3 Haxo-
IUIIIAMHCS B TIpefeniax mumnosaroro cios. [Ipu mo-
JIOXKUTETBHOM peakiuy (IIyopeceHITs OTI0KEHHE
UMMYHHBIX KOMILICKCOB COBMECTHO € (hryopoxpo-
MOM HallOMMHAEeT BHJI CETYATOW CTPYKTYpbI 11O TH-
my “peiobeit cetn” [1-3, 12, 21].

Henpsivas  ummynoguroopecyenyus. Meron
OCHOBaH Ha BBISBJICHUU LUPKYJIUPYIOMIUX MaTONO-
THYECKUX aHTHUTEN K JiecMorienHy 1, 3 nmpu HeBo3-
MOYKHOCTH MPOBEJCHU OMoTicHH y maruenTa [21].
B kadectBe cyOcTpara MCIONB3yeTCs MUIIEBO pe-
3yc-00€3bsIHbI, KOTOPBIH 00pabaTsIBacTCsl CHIBOPOT-
KO manueHTa (MepBUYHbIC aHTUTEIIA) U CIIeIHalIb-
HOM CBIBOPOTKOM, CONEprKaIlell aHTUTENIa K UMMY-
HoroOynuHy G yesioBeka (BTOPUYHBIC aHTHUTEIIA)
B coueTaHu ¢ ryopectmaoM. [1pn Hanmaun anTH-
TEJI K IECMOTVIEHHY MPOHUCXOAUT PEaKIHsI CBSI3bIBA-
HISI ¥ OTJIO)KEHHE KOMIUTEKCA “‘@aHTHTCH — aHTUTE-
70” mHTpasmuAepMaisHo. [locne Toro, Kak mepBu-
HBIC QaHTUTENA CBSI3AJIUCH C AaHTHUTCHOM, T00aBISIOT
BTOPUYHbIE aHTUTENA, MEUeHbIe (PIyOpPECUEHTHBIM
KpacHuTeseM, YTO MPUBOJAUT K CBEUCHUIO O] MHUK-
pockonom [2, 3, 12, 21].

Hmmynobrommune — METO, ONPEeISIOLINA
MIpY UCTUHHOM aKaHTOJIMTUYECKOW ITy3bIpUaTKe aH-
tutena kiacca IgG k cnenuduueckum Oeakam mac-
coii 130 u 160 k/I, *MMOOMIIM30BaHHBIX HA HUTPO-
HEJUTI0NI03HOH MeMOpaHe. OTIOKEeHHEe MMMYHHBIX
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KOMIUIEKCOB OIPENENSIOT MOCPEACTBOM aHTHUBHUJIO-
BBIX QHTHUTEN ¢ (PEPMEHTOM M XPOMOTECHHOTO CyO-
ctpara [21].

BriBoabl. VicTHHAS my3bIpyaTKa TSOKEIIOE ay-
TOMMMYHOE peUUANBUpYIonIce 3a0oeBaHue, TPH-
BOJIIEE K JICTAJHbHOMY HCXOmy 0Oe3 CBOEBpEMEH-
HOM MMMyHOCynpeccuBHOM Tepanuu. CyliecTByto-
1I1€ KIMHUYECKUE CUMIITOMOKOMILJIEKCHI M LIKaJIbI
OLIGHKH, II03BOJISIIOT OLICHUTh TSKECTb M AKTHUB-
HOCTh COCTOSIHHSI, TOTZA KaK JabOpaTopHBIC METO-
JIbl MICCTIEIOBAHUS MOTYT MOATBEPAUTH U MIPOBECTH
JuddepeHIanbHyl0 JTHaTHOCTHKY CO CXOXKHUMH
Oysie3HbIMH iepMaTo3aMu. CylecTBYIOIINE J1aH-
HBIE THOIMATOTeHE3a, MO3BOJISAIOT OMUCATh MOJEIb
3a0o0neBaHus, OJJHAKO MCTHHHAsS NMpHYMHa 3aboe-
BaHUsI OCTAaeTCsl HEBbIICHEHHOW. llepcriekTuBHBIM
MIPEJCTABIAETCS] U3yUEHUE BUPYCHOM IPUPOABI 3a-
0oJieBaHUS B CBSI3U C TEHETHUYECKOW MPEApPacIIono-
JKEHHOCTH K 3a00JIEBaHMIO, HA OCHOBAaHWHU CyIIe-
CTBYIOLIMX SMUAEMHOJIOTHYECKUX KapT U JaHHbBIX
0 JIOKycax B cucTeMe ructocoBmectuMoctd HLA
1-ro m 2-To xymaccoB [45].

IToctynuna: 13.08.2025;
penensupoBana: 27.08.2025; npunsra: 29.08.2025.
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