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HO30JIOTUYECKUHU ITPODOUTID
U ®AKTOPBI PUCKA

OTUOJIOI' A

Pemphigus vulgaris

9tnonorusa pemphigus vulgaris MHoroo6pasHa. K BO3SMOXHbIM
MyCKOBbIM MeXaHn3mam pas3Butusa pemphigus vulgaris npruHaane-
»KaT nepeHeceHHas BMPYCHaa MHMEKUMS, Hannyme naToreHHom 6ak-
TepuanbHON MUKPOMIOPbI, KOTOPblE MPUBOASAT K (GOPMUPOBAHMIO
ayTOMMMYHHOIO KOMIMJIEKCA, KOTOPbIA, GUKCMPYACh Ha MOBEPXHO-
CTW SNUTENNS, B UTOTE MPUBOANT K €r0 NMOBPEXAEHMIO.

Pemphigoid bullosa

Pemphigoid bullosa Tak>xxe oTHOCKTCS K ByN1e3HbIM NOPaXKeHM-
am COP. Pemphigoid bullosa oTHOCAT K hakynbTaTMBHbIM NapaHeo-
nnacTuyeckMm gepmaTosdam. B HacTosllee BpemMs cyllecTByeT
MaKT 0 BOSMOXXHOWM MeHETMYECKOM NPeapacrnofio)KEHHOCTH K BO3-
HMKHOBeHMO pemphigoid bullosa. OgHako npu npoBeaeHnn HLA-
TUNMPOBAHMA He ObIN0 HAaNAEHO CTAaTUCTUYECKM JOCTOBEPHOIO yBe-
nnyeHna konnyecTsa HLA-aHTUreHoB.

KpacHBIN ITIJIOCKUY NTULIaN

B HacToswee Bpema KIMJ1 npnHATO paccmaTpmrBaThb Kak MynbTW-
(baKTOpHOe 3aboneBaHune. B coBpeMeHHON inTepaTtype obcy»aa-
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rOTCA pasnunyHble Teopunn pazsutug KIMNJT — BUpycHas, HeMporeHHas,
MHTOKCUKALIMOHHAs, MMMYHOanneprnyeckas, HacneaCcTBEHHAs
v ayTouMMyHHas [171, 235, 261, 266]. KNMHWYECKN BbIAENAIOT He-
ckonbko dopm KIJT COP, camol TaxKenon n3 KoTopbix ABASETCH
6ynnesHasa opma.

SITMIOEMMUOITIOI' A

Pemphigus vulgaris

McTuHHas nysbipyaTtka (pemphigus vulgaris) aBnaeTcs ayToum-
MYHHbIM 3a60/1€BaHNEM, XapaKTEPU3YOLLIMMCS NOSABIEHNEM BHYTPU-
SnUTeNManbHbIX Ny3bipen Ha BUAMMO HEM3MEHEHHOW CN3UCTOM
060/104Ke. HacToTa ee BCTPeYaeMOoCTH Cpean AepMaTONorMyeckmx
3aboneBaHuit, NO AaHHbIM pasHblX aBTOpPOB, Konebnetcs oT 0,7
[0 1% cny4aeB, a cpeam BCeX KITMHUYECKMX (DOPM ayTOMMMYHHOM
ny3blpyaTky — 75%. CpeaHuii Bo3pacT H60/bHbIX AaHHOM hopMOon
ny3sblpYaTkn cocTaBnaeT 45,3 rofa, COOTHOLLEHNE XEHLLWH U MYyX-
YmH — 2,4:1.

3aboneBaemocTb pemphigus vulgaris y »xutenern MoCKBbI
B cpefiHeM cocTtaBuia 3,7 cnydas Ha 100 TbiC. HaceneHus, B faslb-
Hevwem (c 1916 r.) Ha4YMHaeTCs NOCTENEHHbIN POCT YMCna BbisB-
NIEHHbIX CNy4aeB 60MbHbIX C My3blPHbIMK 3a60/1EBAHUAMM TONBKO
B MofiocTu pTa. Ha ceroaHaLHmii aeHb (2020 r.) uncno pacnpocTtpa-
HeHHbIX cny4aeB cocTaBuso oT 44 [0 50 Ha 100 TbiC. YeNOBEK TOJb-
KO B MOCKBE; B CBA3W C 3TUM MPeACTaBNSAETCS BaXKHbIM U3yYeHne
[laHHOW NaTONOrMn Cpean 3abosIeBaHNin CIM3MCTON 0O0M0YKM pTa.

[ona pemphigus vulgaris cpean aepMaTonornyeckmx sabonesa-
HWIA B pa3dHbIix CTpaHax BapbMpyeT. B ®UHNSHAMM OHa COCTaBnAeT
0,08 cnyyast, Bo ®paHumm — 0,17, B bonrapun — 0,47, B 'peunn —
0,93. B3panne 3aboneBaeMoCTb gocTuraet 1,62 cnyyas, Yto BblLLe,
4eM B EBpone, B MpaHe — 1 cnydyait, B TOM 4ucse B TerepaHe —
1,6 cnyyas, B TaunaHge 3aboneBaeMocTb cocTasnsget 0,9.
Pemphigus vulgaris Yalle BcTpeyaeTcs B Bo3pacTe 50 neT; B BO3-
pacTe 30—45 neT oHa NPOTEKAET HaMboee arpecCMBHO 1 OTINYaET-
CSA TSXKENbIM TEeYEHMEM, 3a4aCTYHO — C YrPO30i A1 XKN3HN 6OSIbHO-
ro. B nocnegHwe rofbl y4acTUNIMUCh CnyvYam «OMOJIOXKEHUA»
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pemphigus vulgaris, B OCHOBHOM — cpeau >eHuinH. Kpome Toro,
B pAfe c/y4YaeB 3ab0sieBaHme NpoTeKaeT Mo napaHeoniacTUYecKo-
My T1ny. CMEPTHOCTb OT Hero Konebnetcs oT 4,8 40 54 cnyyaes.

Pemphigoid bullosa

B MupoBOW nutepatype TePMUH «Bynne3Hbli nemouron»
(pemphigoid bullosa) 6611 npeanoxeH B 1953 1. W. Lever ansd
0603HaYeHNST HEAKAHTONTUTUYECKOTO NMY3bIPHOrO MOPaXKEHMS KOXM
M CIIM3UCTBIX 060N0YeEK. ITO 3abofieBaHNe TakxXe ONMcaHo MNoj Ha-
3BaHusaMK «nemdurona» (A. Rook, E. Waddington, 1953), «ao6poka-
YeCTBEHHbIN BynnesHblin nemdburong» (W. Lever, 1951), «napanem-
durye» (1. Prakken, M. Woerdman, 1955), «<cTapyeckas ny3blpyaTka,
«COBCTBEHHO HeakaHToNMTMYeckas nysbipyaTka» (Pyk, 1950) v ap.
Peyb naet 06 OAHOM M TOM XXe AepMaTo3e, XapaKTepHbIM MpU3Ha-
KOM KOTOPOro iBNsieTCst 6yNne3HOe NopaykeHne KOXK1 1 CIM3UCTbIX
060/104eK C NoKanusaymnen nysbipen B cy66asanbHON 30HEe 3TUX
TKaHeln. CneayeT OTMETUTb, YTO 3ab0NeBaHME MOXKET HabHAaTbCA
1 B IETCKOM BO3pacTe (FoBEeHUNbHbI nemdburona). Y B3pocioro Ha-
ceneHna pemphigoid bullosa mMoxeT BcTpeyaTbecs Kak B 40, TaK
1 B 80 net. CMEPTHOCTb cocTaBNAeT 24%, YTO MeHbLLE, YHeM CMepPT-
HocTb OT pemphigus vulgaris (54%).

KpacHBIY IIJIOCKUM JIUIIaN

KpacHblii nnockuin nuwwai (ruber lichen planus) COP 1 koxu AB-
NAeTCs OAHUM M3 Hanbosee 4acTo BCTPEYAOLMXCH XPOHNYECKMX
BOCMANUTENbHO-AECTPYKTUBHbIX 3a60M1eBaHNI, XapaKTePU3YHOLLIMX-
CS YNOPHbIM TEYEHUEM, HANNYMEM TAXKENO NPOTEKAIOLLMX KITMHUYe-
CKNX (GOPM 1 BO3MOXXHOCTbIO OMyXO0NeBOW TpaHchopMaunmn. 370
CBSI3aHO C TeM, YTO B HACTOsLLlee BPEMA He CyllecTBYyeT addek-
TMBHOro cnocoba Tepanuu KIMJ1 COR, npuBoaswero K noHoMy
N3NEYEHUIO.

E>xeroHO Mpu AgncnaHcepnsaumm BbiaBASETCA 0KONo 1% 60/b-
HbIx KIMJT COP. B 06Luen CTpykType AepMaToIorMyecknx 3abonesa-
Hun KIMJ1 coctaBnsaeT go 1,5%, a B CTpykType 3abonesaHunih COP —
25%. o HabntoaeHno 60MbLUMHCTBA aBTOPOB, NopaxeHne COP
Yallie BCTpeYaeTcs Y XeHLVH (67%) B NF060M BO3pacTe MU'y My>KUMH
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(33%). Yale BOo3pacT MaUMeEHTOB B cpefHeM BapbuMpyeT oT 35
[10 75 NeT, HO B NocefHee BpeMA OTMeYaeTCA «OMOJIOXKEHNEY NN,
CTpagaroLmx AaHHbIM 3aboneBaHnemM. BO3MOXHO, 3TO 06bACHSAET-
CS CYLLECTBEHHbIMWN U3MEHEHUAMW PEAKTUBHOCTW OpraHnama, Ha-
pYyLLEHMEM 3KOSIOTNIN, KOHTAKTOM CO MHOTMMM NPOMeCCHOHaNbHbI-
MW 1 BbITOBbIMU pPa3fpaxXmnTtensaMu, a Tak>Ke BbICOKOW 4aCTOTOM
NMCUXO3MOLIMOHASbHbIX MepeHanpsXKeHnn.

KIJ1 COP BCTpeyaeTcsa BO BCEX CTpaHaXxX M pasHbixX KJIMMATOreo-
rpaduyeckmx 30Hax. 1o gaHHbIM NUTepaTypbl, pacnpoCTpaHeH-
HocTb KIMJ1 cpean apyrnx AepmaTo3oB 3a nocnefnHue 10 net yBenu-
Yyunacb NPUGIN3NTENBHO B 2 pa3sa. B cTpaHax LieHTpanbHon EBponbl
KIMJ1 COP BcTpevaetca y 0,8—2,0% HaceneHusa. Hanbonee Tsxkenon
C KNIMHNYECKOWM TOYKM 3peHmna aBnsaeTca bynne3Has dopma K1/, Ko-
Topasi XxapaKTepuayeTcs 06pa3oBaHneM Mnyablpeit Ha (hoHe Bblpa-
YKEHHOrO ManynesHoro pucyHKa, 4MTeNbHbIM U THXXKENbIM TeYEHN-
eM; Ha gonto aton dopmbl KIJ1, N0 AaHHbIM pasHbiX aBTOPOB,
npuxoamntcs ot 23 o 46% Bcex popm KIMJ1 COP. B cBs3u ¢ HegocTa-
TOYHbIM MPUMEHEHNEM METOAO0B ANArHOCTMKM, OLLIMOKAMMN NMpu no-
CTaHOBKe AMarHo3a, HepaumoHaibHbIM NIEYEHNEM, HE YUYNTbIBArO-
MM BCEX 3BEHbEB 3TMONOIMMW W NaToreHesa, AaHHaa Gopma
3a60/1eBaHNSA XapaKTepn3yeTca CAOXHOCTbIO AMArHOCTUKM U NHO-
roa — 03/10Ka4YeCcTBIEHNEM.

£x
Q dakTopbl pucKa

Pemphigus vulgaris

K ¢akTopam, npoBouupylowmum pa3ButTue 3aboneBaHus,
OTHOCHT:

* UHCONALMIO;

* A1N1eProsIorMyYecKoe COCTOSHME,

*MauneHToB, CTpafjarolimx NabunbHON HEPBHOWM CUCTEMOW
N CKJTIOHHBIX K Pa3iyHbIM BUAaM HEBPO3OB;

*MpMeM 60MbLLIOrO KOMMYECTBa fIeKAapPCTBEHHbIX MNpenapaToB
Mo NOBO/Y NTeYeHNs COMaTUYECKOM NaToNormm,

* IYYEBYHO TEPAnMIo B TEX ClyYasnX, KOr[a nopaxeHne npuHnuMa-
J10Cb 3a OMyxXO/1eBbIN NMPOLeCC.
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Pemphigoid bullosa

Ba)kHas posnib Npu fJaHHON NaTONOrUN OTBORUTCA:

* OHIOKPUHHBIM paccTporcTBaM (HefoCTaTOYHOCTb Haamnovey-
HUKOB);

* HapyLLIEeHWIO BOHO-CONEBOrO OBMEH3;

* BMpycam.

KpacHBIN ITIJIOCKUY NTULIaN

K nyckoBbiM ¢pakTOopam pa3sutus éynnesHon ¢popmbi KIJl
COP oTHOocuUTCSA:

* BO3/ENCTBME BMPYCHbIX MHPEKUMOHHBIX areHTOB, Bbl3blBato-

LLIMX PE3KOE N CTOMKOE CHMKEHWE NMMYHHOW 3aLLMTbI, @ UMEH-
HO: BUPYC MPOCTOro repreca I-ro u [I-ro TMnoB, UMToMeranosu-
pyc V Tuna, Bupyc repneca VI-ro tvna, Bupyc SnwiteinHa—bapp
IV Tuna, BUpyC onosicbiBatoLLero repneca Il tnna.

Bce OHM MOTYT MMETb OTHOLLEHME K NopaykeHnsaM TkaHen COP.
Ocoboe BHMMaHWe nccnegoBaTenein npuenekaet BUpyC nanunino-
Mbl YesTOBEKa B CUIY €ro BbICOKOW KOHTAarMO3HOCTU. [JaHHbI BUPYC
MOXHO OBHAPY>XUTb Ha KOXE, CAIM3UCTbIX 060/104Kax PTa, MOOBbIX
opraHax, oH nepeaaeTtcs Npu 6IM3KOM KOHTaKTe C MHOULMPOBaH-
HOW MOBEPXHOCTbLHO CITIM3UCTON, MPK 3TOM TeYeHMe AaHHOro 3abose-
BaHWUS y TaKMX NaUMeHTOB 60Mee TAXKENoe, C YacTbIMK peunaBamm
N KOPOTKUMU MepuogamMu pemMuccuin. Bupyc nannnnombl YenoBeka
CNOCOBEH MHAYLMPOBATb HEOMIACTMYECKME MPOLLECCH.

Pag nccneposatener NoATBEP>KAAOT B3aMMOCBA3b Pa3BUTUS
KM (B 4acTHOCTH, 6ynnesHol hopMbl) C BUPYCHbIM renatutom C,
3aperncTpupoBaHbl ciydam KIJT KOXKM 1 CIUBUCTbIX 060104€eK
y BUY-NONoXUTENBHBIX MaLMEHTOB.
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PEMPHIGUS VULGARIS

Beayulen B natoreHesde pemphigus vulgaris Ha cerogHsaLwHum
[leHb NMpKU3HaHa posib ayTOMMMYHHbIX MPOLEeCCOB. [NaBHbIN Mexa-
HU3M (DOPMMPOBAHUSA My3blpen Npu akaHTONUTUHYECKOWN My3bipyaT-
Ke — aKaHTONM3 KJIETOK LUMMOBATOro C/0SA SNUTENNS, B Pa3BUTUM
KOTOPOro UrpatoT posib Creunduyeckmne ayToaHT1TesNa, CBsA3bliBaro-
Lme gecMornenHbl. B pesynbrate NpoucXoanT paspyLueHne Mex-
KNETOYHbIX CBSI3EN, BbICBOOOXKAEHWE KepaTUHOLMTOB, hopMMpoBa-
HWe ny3blper B anuaepmuce 1 anutenmm COP.

ccnenoBaHNA HEKOTOPbIX @aBTOPOB [JOKA3bIBAtOT MrEHETNYECKME
OCO6EHHOCTUN UMMYHHOW CUCTEMbI B pa3BuTumn pemphigus vulgaris.
OcHoBY naToreHesa pemphigus vulgaris coCTaBnSOT MOJEKySbl
FaBHOMO KOMIMJIeKca rMcTOCOBMECTUMOCTW, KOTOPbIE peannaytoT
WMMYHHbIA OTBET — OT ero Hadana (pacnosHaBaHWsA aHTUreHa)
710 KOHeYHoro atana (YHUYTOXEHUST 0ObeKTa, HECYLLIErO Yy>Kepoa-
HYHO MHOpMaLMo). OCHOBaHMEM AN 9TOro ABMACS hakT Hanmums
aHTureHa HLA — DRB1*0402 y nauMeHTOB eBPENCKON HaLMOHalb-
HocTun (90% cnydaes), 1 DRB1*1401/04 n DQB1*0503 y nauneHTOB
€BPOMencKoro 1 aznaTcKoro NpoucxoXxaeHna. No-BManMomy, Hanu-
Yne aTUX annenen onpefenser NPUCYTCTBME B OpraHusme [fe-
CMOTIeNH-CNeunduYHbIX ayTopeakTuBHbIX CD4-kneTok. Y 340po-
BbIX HOCUTENEW [aHHbIX a/fienen B KpOBWU ONpeaenstoTCa TOMbKO
AecMornenH-cneyndmdHole CD4-knetkn Thl-heHoTuna, a nosiesne-
HMe KNeToK C heHoTMNoM Th2, Kak NpaBus1o, COMeTaeTCH C Pa3BUTU-
eM 3aboneBaHus.
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B nuTepaType MOXXHO BCTPETUTL aHHbIe, YTO UCTUHHAS aKkaHTOo-
nMTUYeckasa nyablpyaTka HabntoaaeTcss TOMbKO Y FeHeTUYeCcKH
npeapacnonoXeHHbIX K STOMy 3ab60neBaHMo NaumneHToB. Hanbonee
4acTo accoumnaumst ¢ onpeaeneHHbIMU anienaMm reHoB r1aBHoro
KOMMeKca rmcTocoBMecTMMocT HLA BCTpedaeTes npu Takmx ay-
TOMMMYHHbIX 3a60M1eBaHMAX, KaK PEBMATOUAHbINA apTPUT U T.M.

CyLLecTBYeT Teopusl, Mpy KOTOPOW pa3BnTne pemphigus vulgaris
COP cBs13aHO C pa3HOBMAHOCTbBIO anonTo3a (aHOMKMC), BbISBAHHO-
r0 HapylleHneM KeTOYHOW afresnn. [pn aTOM OCHOBHas pPoJib
npuHagnNexuT B3anmoaencTeumo Fas/Fas nuranaos. Ecnm ncxo-
ONTb U3 3TOrO, MOXXHO MPEeANONOXNUTb, YTO aHOUKMUC UHULIMNPYET
akaHToM3. Ho ecTb 1 Apyrne AaHHble, COrnacHO KOTOPbIM KepaTu-
HOLMTbI SBOMFOLMOHUPYIOT aKkaHTONMM3 [0 ero TepMUHanbHOW cTa-
AW Ha (OHE COXPAaHUBLUMXCS MEXKIETOYHbIX KOHTAKTOB. B no-
cnefHue rofbl 60MbLIOA MHTEPEC OTBOAMTCH POMM KneTKam
JlaHrepraHca npu pasnnyHbIX 3a601eBaHMAX KOXM U CAN3UCTbIX
o6ofo4yeKk. B 4acTHOCTM, NOBbIWEHHAA aKTUBHOCTb KJ1ETOK
JlaHrepraHca BO3HMKaET, B TOM yncne nnpv pemphigus vulgaris COP

Bo MHOMMX uccnefoBaHuMAx MOKa3aHo, 4TO Yy MauMeHToB
¢ pemphigus vulgaris B akTUBHOW CTagnn BbIABAAOTCA BbICOKME
TUTPbl UMMyHOrNobynuH G (IgG)1- 1 IgG4-ayToaHTUTEN, Y4TO NO3BO-
NAET paccMaTpmMBaTb X PONb B MaToreHese 3aboneBanus. B gpyrmnx
NccnefoBaHUAX YTBEPXKAAETCH, YTO NYMOpPasibHbIA OTBET B aKTUB-
HoWM cTagmu pemphigus vulgaris 06ycnoBfeH Yalle cybKIaccom
lgG4, a B cTagnn pemmucenm — 1gG1.

B HacTofAlee BpeMsa ayTOMMMYHHbIN xapaKTep pemphigus
vulgaris He BbI3bIBAaET COMHEHWIA, O YeM CBUAETENbCTBYET OOHAPY-
YKEHWEe B CbIBOPOTKE KPOBU MMMYHOKOMMETEHTHbIX KETOK, Xapak-
TEPHbIX AN aYyTOUMMMYHHOIO MopakeHus. B 4acTHOCTKM MokasaHo,
YTO CbIBOPOTKa KPOBKM H60/bHbBIX pemphigus vulgaris npeunnmtumpy-
eT NPOoTenH anuaepMmca ¢ MonekynapHon maccon 210 k[, cocTos-
WM M3 2 KOMMOHEHTOB 6EKOB C MONeKynsapHorm maccon 130
n 85 k[, coeiMHEHHbIX Mexay cob0M AnCYNbOUAHBIMN MOCTUKAMM.
B "MMyHHOM KOMMnekce pemphigus vulgaris aHTUreHHbIN y4acToK
npefcTaB/iieH NPOTEMHOM C MonekynapHon maccon 130 k[, HasBaH-
HblA JecMornenHom-3. [JaHHbli aHTUreH npeacTtaBfieH TOJSIbKO
Ha KJ1IeTKax MHOrOC/IOMHOrO MIOCKOr0 aNUTENVsa U ABASETCA KOM-
MOHEHTOM JECMOCOM, COAEPXKALLMMCS MPEVUMYLLECTBEHHO B HUX-
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HUX CNOSIX KNETOK 3MMAEPMUCA; XapaKTepHO, YTO B 60siee NOBEPX-
HOCTHbIX C/TOSAX KNTETOK €ro KONMMYeCTBO 3aMETHO CHUXKAETCS.

Bcneacteue BONHOO6pA3HOro Te4eHUss UCTUHHOWM My3blpYaTKiu
H.[. LlLeknakos (1961) nogpasaenun passuTne AaHHOro 3abosneBa-
HWUS Ha onpefeneHHble dasbl, KOTOPbIM COOTBETCTBYET KIIMHNYe-
CKasa 1 uMTonormyeckasn KapTmHa.

*[lepBas Gasza — HavanbHas, WK NpeallecTBytoLlas 0boCcTpe-

HUO. HavanbHas Gasa MOXET AMTbCA OT HECKOSIbKUX OHew
[10 MHOTUX Hefenb, MecsLEeB 1 Aaxke NeT, MoKa He MponcxoamT
pacnpocTpaHeHne 601e3HEHHOro NpoLiecca.

*BTOpas asa — hasa 060CTPEeHNS UK Pa3BUTUS aKTUBHOIO Na-
Tonornyeckoro npotecca. CaMo4yBCTBME OOMbHbIX 3HaYMTENb-
HO yXy[LUaeTcs, YTO MOXET BbI3BaTb KaXeKCUro 1 cMepTb. ECTb
ele 1 3-1 BapraHT ncxoa BTOpon asbl, Korjga oHa NepexoamT
B TpeTbto Gasy — dasdy NperMyLLECTBEHHOM 3NUTeNn3aLmm.

* TpeTbsa (hasza xapaKTepusyeTcsi CTUXaHMEM OCTPbIX ABNEHWUN.
O6Lee COCTOSIHNE 6OMbHbBIX 3HAYMTENBHO YaydllaeTcs, 60num
MOYTW WUCYE3arT WM BOBCE OTCYTCTBYHOT. Mcxon TpeTben
(hasbl — NOJIHOE UCHE3HOBEHME KITMHNUYECKMX NPOABIEHUI UC-
TUMHHOW Ny3bIpYaTKM Ha KOXE 1 CAM3UCTbIX 0600UKaX UM yXY/-
LLEeHWe COCTOSAHUA 1 Nepexof ee B (hasy 060CTPEHMS.

TakMM 06pas3oM, MHOFOYMCEHHbIE UCCNeaOBaHNA nokasanu,
41O Npw pemphigus vulgaris COP MeXKNeTouHble aHTUTeNna npeu-
MYLLECTBEHHO HanpaBeHbl NPOTUB AECMOrIenHa-3 1 pexxe — npo-
TVB leCMornenHa-1, 4To N03BONAET PAaCCMOTPETb AAHHYH OCO6EH-
HOCTb B Ka4eCcTBe AMAarHOCTMYECKOrO KPpUTEPUA Mpu NOCTaHOBKe
AnarHosa.

PEMPHIGOID BULLOSA

BonblMHCTBO aBTOPOB cymTatoT, 4To pemphigoid bullosa sBs-
eTcs ayTOMMMYHHbIM 3a60/1eBaHNEM, MPU KOTOPOM BblpabaTbiBa-
tOTCH ayToaHTUTena K 2 6enkam KepaTuHOUMTOB 6asaNbHoi
mMem6bpaHbl COP (aHTureHbl pemphigoid bullosa 1 n 2). OHu o6ecne-
YMBAOT CBA3b MEXY KepaTuHOUMTaMu 1 6a3anbHON MeMOPaHOWN.
Mpwv cBA3bIBaHUM aHTUTEN C aHTUreHoM pemphigoid bullosa npownc-
XOAAT aKTMBaUMA KOMMEMEHTa N NpuBAeYeHne 303MHOMKUIOB
N HeUTpodUNoB. V3 adhheKTOpHbIX KNeTOK BOCNaneHnsa BbICBOOO-
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YKAArTCA BUONOrMYECKN aKTUBHbIE BELLECTBA, KOTOPble BblAENSAOT
paspyLuatoLme TkaHn hepMeHTbl (MpoTeasbl), YTO NPUBOANT K pac-
CNOEHUIO BAOMb MPaHnLbl anuaepMmca u AepMbl U 06pa3oBaHunto
ny3blper. YKasaHHbIA MeEXaHU3M MOXEeT NpMBOANTb K 06pasoBa-
HWUIO Ny3blper B MOACIM3UCTOM CII0€.

KPACHBIU ITJIOCKUU JIUIIIAU

B HacTodLee BpeMda UMMyHHasa Teopusd passutnga KIJ1 paccma-
TpMBaETCA MHOTMMM aBTOpaMU Kak BeayLlasa. MIMMyHONornyeckue
MexaHn3Mbl pasBuTuga KINJ1, 06ycnoBneHHble HapyLLeHNeM KIeTOY-
HOMO 1 ryMOparnibHOIO 3BEHbEB UMMYHUTETA, @ TaKXe U3MEHEHNEM
(OYHKLMOHANBbHOrO COCTOSIHNSA PErYIATOPHBIX MEXAaHN3MOB NMMYH-
HOM CUCTEMbI, NPU3HAKTCA B6OMbLWMHCTBOM WUCCefoBaTenen.
OTMeYatoT, 4TO ayToannepruyeckas peakums npoTekaeT no Mexa-
HNU3MY rMNepYyBCTBUTENBHOCTM 3aMeNIEHHOrO TUMNa WU HanpasieHa
Ha COOCTBEHHbIE aHTUrEHbl 6a3anbHOrO CNost AN COBCTBEHHOW
nnactuHku COP,

B vHMUMaLUMK JaHHOrO 3aboneBaHus CyLleCTBEHHas posb Npu-
HaZLNexuT knetkam JlaHrepraHca. B pesynbrate aktmBauum
OHW NpUOBpPETarOT CNOCOBHOCTL NPEeACTaBAATL T-KNeTKkaM ayToaH-
TUreHbl 1 NPoAYUMPOBaTL psAd NMPOBOCMANUTENBHbBIX LUTOKUHOB —
nHTepnerkuH (U1)-1, 1 6, haktop Hekposa onyxonu (PHO) 1 apyrux,
C nocneayrowen MHOUIbTpaUmMen NOpaXKeHHOro yyactka Crmsu-
CTOWM 060/104KM T-TMMdOLMUTaMK, MPUNNNAHKUE UX K KepaTUHOLMTaAM
1 paspylleHne nocneaHnx. HakonneHHble AaHHble CBUAETENbCTBYHOT
0 3HAYMMOW POSIM LMTOKMHOB B MaTOreHese 3abosieBaHns.

[lokazaTenbCTBOM TEOPUM OOMEHHO-METAOOMYECKMX HapyLLe-
HUIA ABNSeTCA 60ee YacToe, YeM Npu Apyrnx AepmMaTosax, codeTa-
Hue bynnesHon hopMmbl KIMNJT ¢ 3a6oneBaHNAMM >KenyaouHO-KMLIeY-
HOrO TpakTa, CepAeYHO-COCYANCTON CUCTEMbI, 3HAOKPUHHOM
N HEPBHOW CUCTEM, 3/I0KAQYECTBEHHbLIMU OMYyXOAAMWN BHYTPEHHNX
opraHoB. CoveTaHme 3p03nBHO-A3BEHHON hopMbl KIJ1 ¢ caxapHbiM
ANabeTOM U TMNEePTOHNYECKOM 6ONE3HBbIO B IMTEPATYPE M3BECTHO
Kak cuHapoMm [puHWwnaHa—lloTekaeBa. Hannume 3aboneBaHnin op-
raHOB MULLEBAPUTENBHOIO TpakTa B KavyecTBe (hOHOBOWM NaTo0rmm
y 6051bHbIX ¢ KIMJT COP 0TMe4eHo psiaoM aBTOPOB. HapyLueHns Mu-
KPO6MOLIEHO3a KNLLEYHNKA 3HAYNTENIbHO NOAABAOT €ro aHTaroHm-
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CTUYECKYH aKTUBHOCTb B OTHOLLEHWUWN NATOrEHHbIX MUKPOOPraHn3-
MOB, BMTaMMHOO6PAa3yOLWYyO N GEePMEHTATUBHYIO (QYHKUMW,
YTO CNOCO6CTBYET (hOPMMPOBAHMIO AnNNepPrniecKnx peakLmi.

CTOPOHHMKM MHTOKCUKALIMOHHOW TeOPpUM CBA3bIBAOT Hayvaso
KMJ1 ¢ npueMoM nekapcTBEHHbIX CPeAcTB: npenapaToB 30/10Ta,
NPOTMBOCYAOPOXHbIX NpenapaToB, aHTUONOTUKOB TETPALMKANHO-
BOrO psifia, OpraHNYecKmx COeAMHEHNA MbllbsAKa, MPOTUBOTYOEPKY-
JIE3HbIX NpenapaToB U APYrnx CPeACcTB.

Pan nccnenoBaTenen BblAENAOT HEMPOTreHHYO TEOPUO pas3BU-
Tna KrJ1. B gokasatenbCTBO NPUBOAATCH NPUMEPbI MHOTOYUCTIEH-
HbIX C/ly4aeB BO3HMKHOBEHWA 3ab0/IEBaHNSA NOCNE NEPEHECEHHbIX
HEPBHO-MCUXUYECKMX TPABM.

OTAroweHHbIn HacneacTBeHHbIM aHamMHesd KIT/T oTMmeYyaeTcs
y 0,6% 605nbHbIX. Kpome Toro, no AaHHbIM MHOFOYNCIEHHbIX NCTOY-
HWKOB NUTEpaTypbl, HAbMHOAAETCA BbICOKAA YaCcToTa BCTpeYaeMo-
CTW ONpefeneHHbIX aHTUreHoB rmctocoBMecTMocTH (HLA) no pas-
JIMYHBIM TIOKyCcaMy 60/1bHbIX KIMJTCOTArowWweHHbIM HAacIeACTBEHHbIM
aHaMHe30M.

[nuTenbHoe TeyeHne Tshxenbix hopm KINJT (9po3nBHO-A3BEHHOM
1 BYNNEe3HON) MOXET CONPOBOXAATbCS ManMrH13aLmein o4aros no-
paXeHus B BUAe KapLUMHOMbI.
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