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Pesiome

BynbrapHas nysbipyaTka, TMCTOBUAHAA My3blpyaTKa, MapaHeorniacTuyeckas nysbipyaTka,
nekapcTBeHHas ny3blpyaTka, IgA-ny3bipuyaTka OTHOCATCA K rpynne 3aboneBaHuii, KOTo-
pble NpefCcTaBnAAT cob60l ayTOVMMYHHbIe Oy/ie3Hble 4ePMATO3bl. DT COCTOAHMSA XapaK-
Tepu3ytoTca obpa3oBaHMEM BE3VKYI U Ny3blpei Ha KOXKe U CM3UCTbIX 06010UKax 13-3a
ayTOaHTUTeN, HaLleNIeHHbIX Ha IeCMOCOMarbHble 6enKu, KoTopble MPUBOAAT K NoTepe Kie-
TOYHOW afire3nmn BHYTPU anuaepmumca.

JunarHoctnka Gopm Ny3bipuaTky MOXKET ObITb CIIOXKHOW U3-3a MOTEHLMANbHOro CoBMnaje-
HUA KNMHWYECKNX 0COBEHHOCTEN N cepbe3HbIX MOCNEACTBUA NO3AHEr0 UNN HENpPaBUSIb-
Horo guarHo3sa. nddepeHuranbHasa AMarHOCTMKA B COYETAHNN C SNUAEMUONOTNEN, Kiu-
HMYeCKON OLeHKON 1 N1abopaTopHbIM 1CCefoBaHeM, BKIOYasA MMCTONAToONOr1io, npa-
MYHO/HENPAMYIO UMMYHOTIOOPECLEHUMIO U UMMYHObEPMEHTHDBIV aHanus3, Heobxoarma
[N1A TOYHOWN ANArHOCTUKM M KnaccudurKaLmm ny3blpyaTki, YTo no3BonaeT obecneynTb co-
OTBETCTBYIOLLee BEAEHNVE 1 JleYeHre ANd MUHMMM3aLmny 3a601eBaemMoCcT 1 CMEPTHOCTM
OT My3blPHbIX AEPMaTO30B.

KnioueBble cnoBa: nysbipyaTka By/JibrapHas, ny3blpyaTka TMCTOBUAHaA, aKaHTONU3, Aec-
MOTJIeVH, CUMMNTOM HUKONbCKOro, AMarHoCTnKa
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Abstract

Pemphigus vulgaris, pemphigus foliaceus, paraneoplastic pemphigus, drug-induced
pemphigus, IgA pemphigus refer to afamily of pemphigus diseases, which are autoimmune
bullous dermatoses. These conditions are characterized by the formation of vesicles and
bullae on the skin and mucous membranes due to autoantibodies targeting desmosomal
proteins, which lead to loss of cellular adhesion within the epidermis.

Diagnosis of pemphigus diseases can be challenging due to the potential for overlapping
clinical features and the serious consequences of late or incorrect diagnosis. Differential
diagnosis in combination with epidemiology, clinical evaluation and laboratory testing
including histopathology, direct/indirectimmunofluorescence and enzyme immunoassay
is necessary for accurate diagnosis and classification of pemphigus diseases, allowing
for appropriate management and treatment to minimize morbidity and mortality from
bullous dermatoses.

Keywords: pemphigus vulgaris, pemphigus foliaceus, acantholysis, desmoglein,
Nikolsky’s sign, diagnosis

lMy3blpuaTka OTHOCKTCA K rpynne opdpaHHbIX 3ab0neBaHni, MOpax)atLmX Kak KOXY,
TaK 1 Cnn3ncTble 0605104KN. ITO 3aboneBaHne XapakTepm3yrTcA akaHTONN30M, KOTOpPbI
npepcTaBnAeT coboM HapyLLeHMe MEXKIETOUHOW afre3unm, 4To NprBoaUT K 06pa3oBaHuio
NOTeHLMalbHO OMACHbIX AN1A XU3HW My3blpeint 1 3po3umn [1].

Yactota 3aboneBaeMocTu ny3bipyaTkon BapbupyeTca oT 0,3 go 30 cnyyaeB Ha
100 000 HaceneHua B rod. B paHe 6bina 3adpukcnpoBaHa camas BbICOKasA PacnpoCTPaHeH-
HocTb — 30 cnyyaes, Torga Kak B bonrapun — camasa Huskas — 0,38 cnyyana Ha 100 000 yeno-
Bek B rof [2, 3]. laHHble 0 pacnpocTpaHeHHOCTH 3aboneBaHUn OTHOCATCA K HarMeHee
npepAcTaBneHHbIM B nnTepaType Gpopmam 3nngeMrnonormyeckon MHGopmaLmm, BEpoATHO,
13-3a Npobnem oLeHKN pacnpoCTPaHeHHOCTH B 60NbLINX NONYNALMAX, OCOOEHHO pefKumx
3aboneBaHui. Pa3nnuna B coobLaeMon pacnpocTpaHEHHOCTU MOXKHO OOBACHNUTD ABYMA
OCHOBHbIMY GaKTOPaMU: PErMOHaNbHbIMI PA3NNYMAMMN B HEU3BECTHbIX FreHETUYECKMX U
sKonormyeckmnx pakTopax, KoTopble npeapacrnonaratoT nogen K 3abonesaHuio, U pas-
nuuraMK B GpakTopax, moanduumpyowmx 3abonesaHne, Taknx Kak 4OCTyn K cneymanv-
3UPOBAHHbBIM MEANLIMHCKUM YUYpPEXXAEeHUAM N SKCMEPTHOM NOMOLLM, KOTOpble BAMAIOT Ha
NPaKkTUKy OTYETHOCTU B pa3Hbix cTpaHax. PaspaboTka Bceobbemnowmx peecTpos 3a6o-
neBaHWi C MeXAYHaPOAHbIMY CTaHAAPTM3NPOBAHHBIMUN KPUTEPUAMM OTYETHOCTN MOXKET
ObITb LIeHHON A1A NoslyyeHna 6onee TOUHbIX OLEHOK PacnpoCTPaHEHHOCTU.
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Memduryc valle Bcero gnarHocTnpyeTca y nofei B Bospacte ot 40 fo 60 net, HO cpea-
HWUI BO3PacT NOCTaHOBKW AMarH03a 3HauMTeIbHO BapbUpPyeTCA B 3aBUCUMOCTM OT CTPaHbI
NPOUCXOXKAEHWA N STHUYECKOrO NPONCXOXKAEHNA NaumeHTa. Hanpumep, B cTpaHax 3anag-
Hom A3un, Taknx Kak KyBenT, cpefHUI BO3pacT NOCTaHOBKM AMarHo3a COCTaBAAET OKOJO
36,5 roaa, Torga Kak B eBpONencknx cTpaHax, Takux Kak bonrapus, oH 3ameTHO Bblille ©
cocTaBnAeT npumMmepHo 72,4 roga. OTMeueH pocT 3aboneBaemMoCTy Cpefm NOXMUbIX Nogen
n geten. MprmeyatenbHO, YTO B HEKOTOPbLIX CTpaHax bnmxHero BocToka v bpasunun 60-
ne3Hb MeeT TeHAeHLUMIo HauMHaTbcA B bonee monofom Bo3spacTe. ViccnegosaHue B bpa-
3UnuK nNokasano, uto 17,7% cnyyaes HaumHatotca go 30 neT. [nobanbHoe COOTHOLLEHME
MY>UMH U eHLWMH CPeAn NaLMeHTOB C Ny3blpyaTKoN NprMepHO oAnHaKoBo [3].

Memduryc pacnpocTpaHeH Mo BCEMY MUPY, HO €ro YacToTa pas3fiMyHa cpeaun pasHbixX
reorpaduueckrx permoHoOB 1 STHAUYECKUX FPynM, Npu 3TOM 3aMeTHO 6onee BbiCOKas pac-
NPOCTpaHeHHOCTb HabnofaeTca y NuL alKeHa3CKoro iy Cpean3eMHOMOPCKOro npo-
ncxoxgeHua. bonee Bbicokan 3aboneBaeMocCTb My3bipUaTKON Y eBpeeB-allKeHasn MOXeT
OblTb CBA3aHa C MOBbILEHHbIM MPUCYTCTBMEM OMNpeAesneHHbIX YHUKaNbHbIX reHoB HLA
knacca Il, ocobeHHo HLA-DRB1*04 n HLA-A*10. B uenom anugemmonornyeckas KapTmHa
3aboneBaemoCTy Ny3blpyaTKOM AEMOHCTPUPYET 3HaUMTeNbHOE pa3Hoobpasve B 3aBUCU-
MOCTM OT reorpaduryeckoro permoHa u sTHogemorpadryecknx ocobeHHoCTen n3yyaemo-
ro HaceneHwus [3-6].

AHanu3 obbenHeHHbIX JaHHbIX HLA, Kacatowwmxca ny3blpyaTKy, BbIABUIT HECKONBbKO
npumMmeyaTenbHbIX TeHgeHuni (pyc. 1). OgHa 13 3TUX TeHAEHUUI NogUYepKMBaeT ABHOE He-
paBHoOBecKe no cuenneHuno mexay annenamm HLA DRB1*0402 n DQB1*0302 (puc. 1A).
HLA DRB1*0402 pemMOHCTprpyeT KnacTepusauunio npermMmyLlecTBeHHo Ha bavxHem Boc-
TOKe 1 no Bcen EBpone, a xapakTep MurpaLmm ykasblBaeT Ha ero pacnpoctpaHeHue B Ce-
BepHyto 1 OxHyto AMepuKy [3, 7, 8]. DTa reHeTnYeCKasa NOAOMNIEKa COOTBETCTBYET UCTO-
puyecKon Murpaunmn eBpees-allkeHasy 1 cpefm3eMHOMOPCKOro HaceneHns B CeBepHyto
Amepuky.

PacnpepeneHue annenvn DQB1*0302 oTpaxaeT aHanormMuyHyio rnobanbHy TeHOeH-
LMo, YTO JOMONHUTENbHO MOATBEPXAaeT HabnogaeMoe HepaBHOBeCKEe MO CLENeHNo
mexgy annenamm DRB1*0402 n DQB1*0302 (puc. 1B). Kpome Toro, annenn DQB1*0302
pacnpocTpaHeHbl B a3UaTCKUX CTpaHax, Takmx Kak Kutan n Anoxna [3, 9, 10].

Annenn HLA DQB1*0503 gemoHCTpUpYIOT Knactepusaumio B 3anagHon Espone, Ce-
BepHon 1 OxxHOM AMepuiKe, a Takxe B KOxkHoM 1 BoctouHom Asumn (Bkntouasa ViHaguio, Ma-
KuncTaH, Kutam n AnoHunto) (puc. 1C). ConoctaBnumas KapTuHa pacnpeeneHuns Habnogaet-
ca pna annenen DRB1*1404 n DRB1*1401, uTo OoTpakaeT HepaBHOBeCKE MO CLEMNEHNIO
mexay annenamm DQB1*0503 n DRB1*14 (puc. 1D). Annenu DRB1*14 TakxKe npucyTcTBY-
10T Ha bnmxHem BocToke n B bpasunun [3, 4, 91.

Annenb HLA DRB1*0804 npenmyLiecTBEHHO BCTpeyvaeTca B nonynaumax bpasunum
n Ervnta (puc. E). Annenn DRB1¥0804 n DRB1*14 6binn 3apernctpupoBaHbl cpeamn na-
uneHToB B bpasunuu n Erunte, Ho ele HeoOXxoAVMbl fONMONHUTENbHbIE NCCIeOBaHNA,
yTo6bl MOATBEPAUTL CBA3b annenen HLA c ny3sbipuatkon [3, 10, 11]. 3Tn nccnegoBaHuA
NnoJyYepKMBalOT KITlOUEBble acreKTbl, y4acTBYyOLWME B UMMYHHbIX MEXaHM3Max pa3BuTmA
pasfMyHbIX BUOOB aKaHTONUTUYECKON Ny3blpyaTKy. Takmm o6pa3om, TouyHasA AnMarHocTu-
Ka, Knaccudukauma v LieneHanpaBneHHoe neyeHre MMELOT peLlatoLlee 3HaueHue s on-
TUMU3aLNN SIeYeHUA NaLneHToB.
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Puc. 1. Accoymnauyum PV-HLA, 3aperncrpuposaHHble Mo CTpaHam

MpuMeyaHme: 3HaunTeNnbHOE CoBnaaeHne Habmogaetca mexay DRB1*0402 (A) 1 DQB1*0302 (B), nockonbKy paHee 6bii0 no-
Ka3aHo, YTO 3T annenn HaxoAATcsa B HepaBHOBecHOM cuenneHun. DQB1*0503 (C) HabniopaeTca BO BCEM MUpe, HO 0COBEeH-
HO KOHLeHTpupyeTcs B BoctouHon n tOxHoin Asmmu. DRB1*14 (D) Habnopaetca anddysHo no Bcemy BoctouHomy nonyuia-
puio, a Takxe B OxHo Amepuke. HakoHel, DRB1*0804 (E) pexe coobuanca npu PV, Ho 6bin oTmeyeH B ErvinTe n Bpasunun
(https://www.frontiersin.org/journals/immunology/articles/10.3389/fimmu.2023.1159351/full).

Fig. 1. PV-HLA Associations Reported by Country

Note: significant overlap is seen between DRB1*0402 (A) and DQB1*0302 (B) as these alleles have previously been shown to be
in linkage disequilibrium. DQB1*0503 (C) is seen throughout the world but is notably concentrated in Eastern and Southern
Asia. DRB1*14 (D) is seen diffusely throughout the Eastern hemisphere as well as South America. Lastly, DRB1*0804 (E) has
been more rarely reported in PV but has been noted in Egypt and Brazil (https://www.frontiersin.org/journals/immunology/
articles/10.3389/fimmu.2023.1159351/full).

CyuiecTByeT HECKONbKO MOATUMOB My3blpYaTKK, BKIOYAA BYNbrapHylo Ny3blpyaTKy,
NINCTOBUAHYIO My3blpyaTKy, MapaHeonnacTUYecKyto ny3bipyaTKy, NeKapCTBEHHYIO Ny3blp-
yaTKy 1 lgA-ny3bipyaTKy, KaXKablii U3 KOTOPbIX MMeeT PasfiMYHbIA NaToreHes 1 KnnHuye-
CKMe 0COBEHHOCTH. B TO XKe Bpems AnA BCeX HUX XapaKTePEeH MOMOXMTENbHbIA CUMITOM
HWMKoNbCKOro, KOTOPbIA AEMOHCTPUPYET OTC/IOEHNE KOXM MPW HEOGONbLIOM AaBEeHWN
BO6NU3M ovaroB nopakeHuA. CMNTOM HUKOMbCKOrO MOXET ObITb MONOXUTENEH TaKXe
npu cnHgpome CTmBeHca — [PKOHCOHa, cnHpome Jlarenna v npu ctadpuioKOKKOBOM
CUHAPOME OLUMapeHHON KOXK, MO3TOMY BaxKHO AnddepeHLMpoBaTh Ny3blpyaTKy OT faH-
HbIX 3a0051€BaHMN. DTO NATOFHOMUYECKNI ANArHOCTUYECKNIA MapKep 3aboneBaHunsA, CBA-
3aHHbI C 06pa3oBaHNeM BHYTPUINMAEPMASIbHbBIX My3blpeil, KOTOPbIA NCNONb3yeTcs Ha-
pARy ¢ Apyrumn nabopaTtopHbIMy nccnepoBaHnamun [12-16].
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JNlabopaTopHble nccnefoBaHWA, BKOYaA rMCTONATONONMIO, NPAMYIO/HENPAMYIO UM-
MyHod0opecLEeHLMI0 1 UMMYHObEPMEHTHbBIV aHanu3, UrpatoT peLuaioLLlyto pofb B Nog-
TBEPXKAEHWM MarHosa 1 onpefefieHn KOHKPETHOro nogruna ny3sbipyatku. brioncunm
NMOpPa)KEeHHbIX YYaCTKOB KOXMW MCCneayloT MUKPOCKOMMYECKN 1A OLIEHKM XapaKTepHbIX
rMCTONOMMYECKMX OCOOEHHOCTEN, TaKMX Kak akaHTOM3 (MOTeEPA MEXKIIETOUHOW aaresnn
MeXJy KepaTMHoUMTamu) 1 obpa3oBaHue BHYTPUINUAEPMabHbIX Ny3blpbKoB. Peakums
npamon nmmyHodnopecueHuun (PMIN®) obpasuos Gmoncum KoxKu no3BonAeT Bu3ya-
NN3MPOBaTb CBA3aHHbIE C TKAHAMW ayTOaHTUTeNa B anugepmuce, 0ObIYHO 1EeMOHCTPUPYA
XapaKTEPHYI0 KapTUHY MEXXK/IETOYHOIo OKpaLlvBaHuA 13-3a oTnoxeHua IgG n/vnnm Kom-
NMOHEHTOB KOMMJIEMEHTa BAOJIb MOBEPXHOCTU 3NUAEPManbHbIX KieTok. NMomumo PIN®,
LA BbIABNEHUA LNPKYMPYIOLWKX ayTOAHTUTEN B CbIBOPOTKE MaLMEHTOB C MOA03PEHNEM
Ha My3blpuaTKy LUIMPOKO MCMOMb3YITCA peakumna Henpamon nMmyHodnoopecLeHLmm
(PHA®) n nmmyHodpepmeHTHbIN aHanu3 (MDA) [17, 18]. PH/IM BknioyaeT MHKYOaLuio Cbl-
BOPOTKM NaLmeHTa ¢ CybCcTpaToM, COAepXaLliM HOPMasbHble CPe3bl YeNIOBEUECKOI KOXM
WV 3NUTENNANbHON TKaHW, C MOCNeayoLWMM OOHapyXeHNeM CBA3aHHbIX ayTOaHTUTeN C
ncrnosnb3oBaHrem GnopecLeHTHO MeUeHHbIX BTOPUYHbIX aHTuTen. IOA n3mepsert ypo-
BeHb crneLndunUeckrx ayToaHTUTEN B CbIBOPOTKE KPOBM NPOTUB OENIKOB leCMOTTIenHa, Lie-
NeBbIX @aHTUreHoB npu ny3bipyatke [18, 19, 23].

OnddepeHumanbHaa AMarHOCTMKa MOATUMOB  aKaHTONUTMYECKOW  My3blpyaTKuy
OCHOBaHa Ha KIMHUKE W pe3ynbTaTe NabopaTOpHbIX WUCCNeAOBaHWUNA, BKIOYAOLMX

CBofKa KNMHNKO-n1abopaTopHbIX faHHbIX GOPM NMy3bipyaTKU
Summary of the clinical and laboratory findings of the pemphigus group and variants

®opma nysblpyaTkn . ke
Knununueckuii | AHTUTENo/ XKeHne
(KnuHNYecKan Kap- AKaHTONN3 Nokanusauuna
BapuaHT aHTUreH cnusm-
LY cTon
BN Cnnsuctan C }
ynpabasanb COTIP BcTpevaeTca
(60ne3HeHHble My3bipy o6onouka gomu- | IgG / ficr 3 o JIF:] vaue
1 3pO31K; CUMMTOMbI HMpyeT
ancarum, oxpunnoctb | Cnnsncto-kox- | IgG / Acr 3/ | Cynpabasanb- fla Cnn3mncTo-KoXHble Mno-
ronoca, pasfpaxeHve HbIl Ocr 1 HbIl paxeHua
Baranuva, gucnapey- c 6 CnusncTan obonoyka
HWUA; NaloHN 1 MOAOWBYI | Baretypytowan | IgG ynpabasane | o, Y MHTEPTPUTVHO3HbBIE
He BOBJIeYEHblI) HbIN yuacTkm
CVBKODHEAMb CebopeliHble yuacTku,
Knaccunueckas lgG/ Acr 1 H|>>l||7| P Het MOryT pacnpocTtpa-
HATbCA
CY6KODHEANb- CebopeliHble yyacTku,
nn SHpemnyeckaa |1gG/ dcr1 Hzm P Het MOryT pacnpocTpa-
(6one3HeHHble Ny3blpy 1 HATbCA
3po3un - i
p ) IPUTEMATOSHbIIA 1gG, AHA / CyQKopHeanb Her CebopeliHble yyacTku +
Ocr 1 HbIi cumntombl CKB
lepnetndpopm- IgG / ficr 1 CybKopHeanb- Her Tynosule 1 Npokcu-
HbIN 9 HbIN MasbHble KOHEYHOCTU
JlekapcTeenHas Tun BN I9G / ficr 3 BM-nogo6Hbiii | Aa BM-nogo6Hbiit
(BM-nopo6Has, Acr 1
JN-nopo6Has) Tun Jin IgG/Acr 1 | NN-nopo6Hbi | Het JIN-nopo6HbIiA
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MHN

(TAXKenbIN MyKO3WUT Cn-
31CTbIX 060N0YEK U MO- lgG/ fcr3/
numopdHoe nopaxexue | MHMN Oer1/
KOW C CONyTCTBYIOLN- MnaknHbI*
MW 3/10Ka4eCTBEHHbIMU
HOBOOOpPa3oBaHNAMM)

IgA CrubatenbHble n
IgA/ Cy6KopHeanb-
(HanpsxeHHble ny3bipy, | CMNA [lck 1+ o Pefko | MHTePTPUrMHO3HbIE

KOTOpble NepexoanT B yyacTkm
npo3payHble 3aMnosiHeH-
Hble XMAKOCTbIO BONAbI-
pw; KOXKHOE NpoABneHne CrubatenbHble u

B BUAe Be3nkyn (81%), BHAO IgA/ ficr 1/ Cyl'lpa6a3anb- PegKo | UHTEPTPUIMHO3HbIE
nyctyn (75%) v sputema- Acr3 HbIN yyacTkm
TO3HbIX KOSIbLIEBULHbBIX
6nawek (64%))

Cynpabasanb- fla Cnn3ncTo-KoXHble no-

HblIl paxeHua

Mpumeyanus: IgG - nmmyHornobynuH G; [icr — pecmornenH; AHA — aHTrHyKneapHoe aHTuTeno; CKB — cicTemMHas KpacHas Bon-
YaHKa; Bl - BynbrapHas nysbipyaTka; JIM — nuctoBnpHaa ny3bipyatka; MHM - napaHeonnactuyeckas; BHA - BHyTpusnugep-
MaJibHbI HeNTpPobUNbHbIN AepmaTos; CM[ — cybkopHeanbHbI MycTynesHblii agepmatos; COMP - cnusucTtas o6onoyka nonoctu
pTa; * cemencTBO NNAKMHOB: NNEKTVH, ** pecmonnakuH |, fecmonnakut Il, BPAG1 — 6ynnesHbiii nempurong aHtureH 1, sHBonna-
KVH, MepunnakuH.

rMCTOMNATONOrMI0 U MMMyHodoopecLeHLmto. CBoOKa KIMHUKO-NabopaTOpPHbIX AaHHbIX
no dopmam nysbipyaTky nNpepctasieHa B Tabnuue [20]. Janee npefctaBneHbl OCHOBHblE
KNMHMYECKUe BapUaHTbl aKaHTONUTUYECKON My3bIPUaTKM U KItoueBble acnekTbl UX gnd-
bepeHUranbHOM ANarHOCTUKN.

BynbrapHas ny3bipuatka (BI). BctpeuaeTca valye octanbHbix popm, 100 cnyyaes Ha
1 MH HaceneHus, NpeobnagaeT Cpeau XeHwWwuH [2, 21, 22].

KnrnHunyeckrne oco6eHHOCTU: MOXKET MPOTEKaTb C MOPAXKEHNEM CIU3UCTbIX 060/I0UeK
6e3 BOBJIEUEHWA KOXIM WM CO CNIN3UCTO-KOXKHbIM nopaxeHrem. BT 06biuHO npossnseT-
¢ 60ne3HeHHbIMY 3PO3MAMM B MOSIOCTY PTa Y OOLIMPHBIMU BASIBIMM MY3blPAMM Ha KOXKeE,
YacTo NoparkarLLVMK KOXY rofioBbl, L0, TYNOBULLE 1 KOHEeYHOCTU. Hepeako Habnoaa-
eTcA NoBpeXaeHre TONbKO CIM3UCTON 060104KU. J1aloHN 1 NOAOLLBbI HE BOBJIEKAKOTCA B
naTonornyeckum npowecc.

lMcTonatonorus: Groncus NokasbiBaeT CynpabasanbHblil aKaHTONN3 C BHYTPUINUAEP-
MasbHbIMU NY3bIPAMMU.

NmmyHodnoopecueHuus: PO BbisiBnseT MeXKneTouHoe otnoxeHune |gG npotus
JecmornenHa-1 n gecMmornenHa-3 B4osb NOBEPXHOCTU INUAEPManbHbIX KneTok [17, 21].

JincroBngHasa nysbipuatka (JIM). Bctpeuaetca pexe BI, 10 cnyyaeB Ha 1 MAH Hace-
neHus, npeobnagaet cpeay MyuuH [3, 17, 20, 22, 23].

KnnHuuyeckne ocobeHHocTu: JIIM nposBnseTca NpenMyLlecTBEHHO B BuUAE MOBepX-
HOCTHbIX BASIbIX My3blpell Ha KOXe, YacTo ¢ ceboperHbIM pacnpocTpaHeHuem (nmuo,
BOJIOCMCTAsA YaCTb rofIOBbl, BEPXHSAA YacTb TynosuLla). CinsncTble 060M104YKN He BOBNEKA-
I0TCA B NAaTONOMMYeCcKnin npoLecc.

lMcTonatonorus: 6MoNcKa NokKasbiBaeT CYyOKOPHeasbHbI akaHTOMM3 C BULOM «KOTTA»
13-3a OTCNIONKN KepaTUHOLMTOB B BEpPXHEM dnnaepMuce.

NmmyHodnoopecueHuus: PO BbisiBnseT MeXKneTouHoe otnoxeHune |gG npotus
agecmornenHa-1.
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JInctoBuaHaa nysbipyaTka AeNUTCA Ha KacCMUeCKyto, SHAEMUYECKYIO, SpUTEMATO3-
Hyto 1 repnetudopmuyio [2, 20, 22, 24]. Knaccmyeckas popma (cuH. Cazenave) nMcToBuma-
HOW Ny3blpyaTKM XapaKTepusyeTca ny3bipAMU C BANOW U TOHKOW NMOKPbILIKOW, KOTOpble
yallle BCEro NOKanm3ylTcA Ha cebopenHbIX yuyacTKax KoXKu 6e3 BOBNeUYeHNa CIN3UCTbIX
obonouek. KnvHuyeckasa KapTuHa 3sHAemuueckon ¢dopmbl (cuH. H6pasmnbekasn, Fogo
selvagem) cxoxa ¢ Knaccuyeckon GopMon, HO OT/IMYAETCA BbICOKON YacToTol 3abone-
BaeMoCTu cpeau aeTen B bpasunnuu. Takxke nccnefoBaHnA NOKasblBaloT, YTO YKYCbl Hace-
KOMbIX, TOUHEe SHAEMUYECKMX YEPHDBIX MYX, MOBbILLAIOT PUCK 3a60NeBaeMoCTu, COrnacHo
3TOMy Takxke OblNIn 3aperncTpupoBaHbl FPYNMNOBbIe U CeEMelHble Clyyar 3Ton Gopmbl My-
3blpyaTky [23]. SpnuTemaTo3Han ny3bipyaTtka (cvH. cnHapom CeHnpa — Alepa) — xapaktep-
Hbl YeLlynyaTble, MOKPbITble KOPKOBbIMY 3PUTEMATO3HBIMY MOPAXKEHNAMU BbICbINAHUA Ha
KOXKe Niua, MMUTHpYoLWne ANCKOMAHYI0 KpacHyto BonyaHKy ([KB). lnarHo3 noarsepi«-
faeTca nabopaTopHO, rae BbIABMAIOTCA aHTMTENa NPOTMB LeCMOrNIenHa 1 aHTUHYKeap-
Hble aHTUTena (AHA). fepnetTndopmMHas nysbipyaTka XxapakTepusyeTca 3pUTeMaTo3HbIMM
N ypTUKapmubopmMHbIMK 6nsLLIKaMK C BE3UKYNaMu 1 NyCTynaMu B 30CTepupopmMHOM pac-
NONoXeHUN, C HannumMem 3yaa. [mcTonaTonornA BbIABNAET 303MHOGUNbHBIA CMOHIO3 U
cybKopHeanbHble NycTynbl. VIMMyHONnornyeckre pesynbraTbl aHanorMyHbl TMCTOBUAHOM
nysbipyatke [24].

MapaHeonnactnyeckaa nysbipyatka (MHI). Bctpeyaetca oueHb peako, 1 cnyyan
Ha 1 MNH HaceneHus, B paBHOW cTeneHn nopaxaeT oba nona. YpoeHb cmepTHOCTM 90%
[2,25-28].

KnnHunueckne ocobeHHocTu: MHI pa3BrBaeTca Ha GOHe OCHOBHOIO 3/10KaYeCTBEHHO-
ro HoBoo6pa3oBaHUA (HaNnpUMep, HEXOMKKMHCKaA Numdoma, XpoHuyecknii numdonen-
K03, 6onesHb KactnemaHa v Ap.) U NPOABAAETCA TAXKENbIMU 3PO3UAMU CIU3UCTBIX 060-
noyek, NoNMMOPPHbLIMM NOPAKEHMNAMM KOXIN U BHYTPEHHUX opraHos [27, 28]. OcHoBow
ona guardoctukm MHI ABNAeTCA XPOHMYECKUIA 3PO3UBHBIA 1 OONE3HEHHbI MyKO3UT
(nocTnyyeBoe 1 NOCTXMMKOTEPaNeBTUYECKOe SPO3MBHOE UM A3BEHHO-HEKPOTUYEeCKoe
nopakeHue cnn3ncTbix obonoyek), 6e3 3To KnoYeBO KNMHMYECKo 0cobeHHOCTH Ana-
FHO3 He MOXeT OblTb BbICTaBJIEH.

lmctonatonorua: 6uoncms BbIABNAET Cynpaba3mnAapHbIA akaHTONN3 C HEKPO30OM Kepa-
TUHOLMTOB, NOrPAHNYHbIN AepMaTUT 1 IMXEHONAHOE BOCManeHne, 4acTo CO CMeLllaHHbIM
BOCMANMTENbHbIM MHOUNBLTPATOM.

NmmyHobnoopecueHuma: npamaa MMMyHoGIOpeCcLeHLUA BbIABNAET OTNOXeHUe
IgG npoTnB gecmornenHa-1, fecmornenHa-3 1 cemencTea NNakMHOB.

Mysbipuatka IgA. KnuHnyeckme ocobeHHOCTI: IgA-ny3blpyaTka BKIOUYaeT ABa NOATH-
na: BHyTpUanuaepManbHblil HeMTpodunbHbI aepmaTos (BHJ) n cybkopHeanbHbIn nycTy-
nesHbin gepmatos (CMJA). BHA npoasnaetca B Buge se3nkyn (81%), nyctyn (75%) v Konb-
ueBUAHbIX 6nAawek (64%), Torga kak ClMJ 6onblue NpoABNAETCA B BUAE NOBEPXHOCTHbIX
nycTyn. Yale Bcero nokanusyTca Ha crmbaTenbHbIX y4acTKax 1 B cknagkax [20, 29, 30].

lMcTonatonoruna: BHYTPMaNMAEPManbHbIA HEWTPODUIbHBIAN TUM XapaKTepusyeTca
BOCMaNMTENbHbIMU MHOUNBTPaTaMM MPENMYLLECTBEHHO MO BCEW WSV HUXKHEN YacTy fep-
Mbl. HanpoTuBe, npu cybkopHeanbHOM NoATMNe NycTyne3Horo AepMaTosa oTMeyaeTcs no-
BblLUEHHaA MHTEHCUBHOCTb aHTUTeN IgA B BepXHeln NoBEepPXHOCTU annaepmmca. Xapakre-
PEeH aKaHTOJIM3 C MAaCCUBHOWN HEUTPODUNBHON MHOUNBTPALMEN.

NmmyHobnoopecueHuma: PIINO gemoHCTprpyeT MeXKNeTouHoe unm cybKkopHeanb-
Hoe oTnoXeHwne IgA NpoTMB gecmornenHa-1, gecmornenHa-3 n gecMokonnmHa [29].
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JlekapcTBeHHas nysbipyaTKa. KnuHuyeckme oco6eHHOCTU: 3TOT BUA My3blpyaTKy
pa3BMBaAETCA KaK peakLua Ha HEKOTOpble JIeKapCTBa 1 Bbi3biBaeT 06pa3oBaHe nysbipen
1 3p031IA, CXOAHbBIX C Apyrummn dopmamm ny3bipyatku. Hanbonee yactas npuymHa nekap-
CTBEHHOW Ny3blpyaTKy — TUOJMOBasA rpynna npenapaTos (HanpumMep, NeEHULUINAMUH, UH-
rméutopbl AM®). Tvon-nHAayuMpoBaHHas Ny3blpyaTka 06bIYHO MPOABNAETCA KaK neKap-
CTBEHHO-UHAYLMPOBaHHasA NMMCTOBUAHAA My3blpyaTKa, Toraa Kak HeTMoNoBble Npenapathbl
c 6onbluelt BEPOATHOCTbIO BbI3bIBAIOT JIeKapCTBEHHO-NHAYLMPOBaHHYIO BYibrapHyto ny-
3bIpyaTKy.

lMcTonatonorua: pesynbraTbl GUOMNCUN aHaANOrMYHblI pe3ynbTataM Groncum apyrux
NOATMNOB My3blPUYaTKW, AEMOHCTPUPYA aKaHTONN3 1 BHYTPUINUAEPMasbHbIE NMy3bIPU.

NmmyHobnoopecueHuua: npamaa nMmyHodnioopecLeHLmsa 0eMOHCTPUPYET Mex-
KneTouyHoe otnoxeHue IgG NpoT!B feCMOrNenHOB, aHaNorMYHoe ByJibrapHOM 1 NNCTO-
BMAHON ny3bipyaTke [31].

B gononHeHue K BblleyKa3aHHbIM popMaM My3bipyaTKy CyLLeCTBYeT TakKe My3blp-
yaTka 6epeMeHHbIX, HeoHaTanbHasdA Ny3blpyaTKa, BereTupytoLlas ny3blpyaTka, CMellaHHan
IgG/IgA ny3bipyaTka 1 T. 4. [32-35].

M3-3a peakocTy 6ynnesHbIX 4ePMaTO30B Ha NMOCTAaHOBKY AMarHo3a ny3blpyaTku y na-
LMEHTOB MOTYT YIATW MeCsALbl, B TeYeHVe KOTOPbIX MHOT/E MPOXOAAT eyeHne oT Apyrmx
3aboneBaHWI y ApYyryx cneuranncTos (CToMaTosor, ansiepronor 1 ap.). BegeHve nayunen-
TOB C Ny3blpyaTKOlM MOpyvyaeTcA Bpayam-AepmaTtosioram, NMeLUM OnbIT nedyeHns byn-
ne3Hbix 3aboneBaHuii. MNaumeHTbl C Ny3blpYaTKON HAXOAATCA NOL NOCTOAHHBIM JMHaMUYe-
CKUM HabnofjeHrem Bpaya-AepMaTOBEHEPOsiora 1 CMEXHbIX CMeLManmncToB, KPaTHOCTb
noceLieHnA Bpaya-gepMaToBEHEPOsOra 3aBUCKT OT CTEMEHMN TAXKECTM NMy3blpUaTKy 1 Cy-
TouHol po3bl FTKC-Tepanuu; nysbipyaTka kKnaccudrympyeTca no cTeneHn TAKeCTH Ha Tpr
cteneHu: nerkas (PDAI <15), cpegHasa (PDAI >15 n <45) n taxenan (PDAI >45). Ina oueHKkn
TAXKECTW UCMONb3YTCA pa3fiMyHble NoKasaTenu, B TOM YMcie MHAEKC NioLaan nopasxe-
HuA ny3bipyatkon (PDAI) n MHAEKC TAXECTU ayTOMMMYHHOTO Ny3blpyaToro 3aboneBaHua
(ABSIS). KnuHnueckoe o6cnefoBaHvie U MOHUTOPUWHT abopaTOPHbIX AaHHbIX MPOBOAUTCA
B cpefHeM 1 pa3 B 3-6 MmecAueB. [Npy nokann3oBaHHbIX popmMax My3blpyaTKu AUarHOCTU-
yeckre OLEHKM U KNNHNYecKoe HabnoaeHne MoryT NpoBOAMTbCA Kak B 60NbHMLE, TaK 1
ambynaTopHo. OfHaKO B TAXeENbIX C/lyyasx NepBoHavalbHOe neyeHne TpebyeT rocnuTa-
nu3auum go Tex nop, noka npotecc 3aboneBaHns He ByfeT B3AT Nof KOHTPOnb. dbdek-
TUBHOCTb JleYeHWA OLeHMBAeTCA MO ClefylowmnM nokasatenam: OTCYTCTBYE HOBbIX Bbl-
CbINaHNIA, 3aXKMBNEHNE 3PO3UIA, yNyULIeHNe KauecTBa XKN3HU U JOCTVKEHVEe YCTONYMBON
pemMmccni.

MNepBoHayanbHasa oLeHKa NPy NOJO3PEHUN Ha My3blpyaTKy AomKHa ObITb Hanpasne-
Ha Ha BblABNIEHVE MPU3HAKOB 1 CUMNTOMOB (yKa3aHHbIX BbiLLE), KOTOpble NOATBEPXK AT
AvarHos. JleueHne npoBoguTca cornacHo npotokony M3 PK N2 188 2023 r. (cteponabl,
CUCTEMHbIE U CENEKTUBHbIE UMMYHoZenpeccaHTbl). CUCTEMHbIE IMIOKOKOPTUKOCTepOu bl
(TKC) AaBnAtoTCA OCHOBHBIM CPEACTBOM JIeUeHUA My3blpUaTKy 1 MOTYT MPUMEHATLCA Kak B
MOHOTepanuu, Tak U B coYeTaHuUKM C ApYrMmMu MMMyHoAenpeccaHTamu. MNocne goctmxe-
HUA 3HAUNTENbHOrO TepaneBTMYecKoro s¢deKTa, Takoro Kak npekpalyeHve obpasoBa-
HMA HOBbIX Ny3bIPe N aKTUBHOE 3a)KMBNIeHNe CYLLECTBYIOLLMX IPO3UIA, leYeHne nepexo-
OVUT K Cnepyiollen ctagnn. OTa CTafuA BKIOYaeT NOCTENEHHOe U MeAJIEHHOE CHUKEHMe
[,03bl NpefHn305ioHa fo 20-30 Mr B ieHb B TeueHne HeCKonbKux mecsaues. Korga fosa
pocturaet 20 Mr B [ieHb, NepexoanAT K TpeTben cTaguy Tepanuu, Kotopaa npegnonaraet
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JanbHelnwee cHWXKeHKe fo3bl cucteMHblx [KC. O6bIYHO B TeUeHMe 8 Heaenb NpeKpaLlaoT
npuem ogHOI YeTBepPTM TabneTKn NpeaHN300Ha, a 3a 12-18 Hegenb 4OCTUAOT Noaaep-
XuBatoLen fo3bl 6,25-3,75 mr B geHb. Takor nogxo noMoraeT npefoTBpaTuTb peungns
3aboneBaHVA B Nepunog CHMXeHUA fo3bl. flocnuTanusauma Heobxomma B cyyae peungm-
Ba UV NPOrpeccrpoBaHmnA 3ab60neBaHNA BO BPEMA JlIeUeHUs.

MmmyHopenpeccaHTbl (a3aTvonpuH, MukodeHonoBaa KUCIOTa, MeTOTpeKcaT) npu-
MEHSAITCA ANA NoBblleHNA 3GdeKTUBHOCTM Tepanuu cucteMHbiMu [KC 1 ymeHblueHusA
NX KYpCOBOW [103bl, 0CO6EHHO Y MaLMEeHTOB C MOBbILEHHbIM PUCKOM TAMXESbIX MOOOYHbIX
3¢ ¢deKTOB OT KOPTUKOCTEPOUAOB. TakxKe NpenapaTom Bbibopa ABNAETCA FeHHO-MHXeHep-
HbIn Buonormyecknii npenapaT — pUTykcumab. PekomeH1OBaH B BUe MOHOTepanuun B
KauecTBe npenapaTa NepBou NMNMHMM My3blpYaTKn y NaLMEHTOB C abCONMOTHBIMU NPOTNBO-
NoKa3aHMAMU K CUCTEMHbIM CTepongam. AQbloBaHTHasA MeCTHaA Tepanus, BKYasa mecT-
Hble KopTukocTepougbl (knacc lll, IV), MoXeT nprHecT AONONHUTENbHYIO MNOMb3y. TakxKe
BaXHO AeTanbHO NporHGOPMMPOBaTb NaLMeHTa O MpaBuiax yxoha 3a Koxkern 1 o Heobxo-
AVIMOCTY NPUBEP>KEHHOCTN Tepannn AnsA COXPaHeHMA CTONKOM PEMUCCUN.

B 3AK/TKOYEHNE

PasHble popMbl 11 BapuaHTbl MOAYEPKMBAIOT CIOXKHOCTb 1 pa3HOO6pasvie akaHToMNN-
TUYECKOW Ny3blpUaTKK, a TakKe HeOOXOAMMOCTb TOYHOM AMArHOCTUKM, Knaccudukauum
N NePCOHANU3NPOBAHHBIX MOAXOAOB K JIeUEHUI0, OCHOBAHHbIX Ha KOHKPETHOM MOATUMNe
N KIIMHWYECKUX XapaKTepUCTMKaX, HabiogaemMbiX Y Kaxkgoro naumeHTa. B ganbHenwem
Heo6X0AUMO 06BEANHUTD U CKOOPAVHUPOBATb yCUAua ans cbopa 6onee NosiHbIX 1 ro-
6anbHbIX HAGOPOB AaHHbIX. ITO MOMOXET NPEOAoNEeTb TeKyLiMme NpPobaembl B U3yUYeHUN
TOro, Kak 3THUYeCKas MPUHAANEXHOCTb, reHeTndyecknin ¢oH, reorpaduueckoe noso-
XeHMe 1 GaKTopbl OKPYKAKLWEN cpefbl BAUAIOT Ha PUCK 1 NposABNeHVe 3a6oieBaHNiA.
Mcnonb3ysa 3T TEXHOMOTUM, Mbl MOXXEM PacCUMTbIBaTb Ha Nydllee NOHUMaHVe MeXaHm3-
MOB Vi I3MEHUYMBOCTM 3ab60NeBaHNii, uTo BygeT cnocobCcTBOBaTh pa3paboTKe ycoBepLIEH-
CTBOBAHHbIX FrEHETUYECKNX 11 UMMYHOJTOMMYECKUX NCCIeROBaHNIA U NpuBedeT K 6onee 3¢-
beKTUBHBIM CTpaTermsam NPodUNaKTUKM 1 NedeHs Ny3blPHbIX ePMaTO30B.
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