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[naBa 2

mMeMO6paH. B pesyibraTe 3THX IpOLECCOB 06pas3yioTcs BHYT-
pusnMIepMabHble MOJIOCTY (HapyMep, Ipu MPOCTOM Iep-

rece ¥ OIOSIChIBAIOIIEM JIUIIIAE).

m [lysbipuaTtka (pemphigus)

ITy3bipyaTka — 3/I0KaYeCTBEHHOE ayTOMMMYHHOe II0-
pakeHue KOXM U CIU3UCTBIX, KOTOPOE IPOSBISETCH aKaH-
Tomm3oM' 1 obpasoBaHMeM Iy3bipeit. Bes neyenus umMmy-
HOZenpeccaHTaMM 3abojieBaHMe YacTO 3aKaHYMBAETCS
CMEpThIO.

Pasnuyaior 4 GopMbI IMy3bIPYaTKY: OGBIKHOBEHHYIO, Be-
TeTUPYIOLLYIO, IMCTOBUIHYIO U CE60PENHYIO.

IuddepeHunanbHy0 1arHOCTUKY MPOBOJAT C repIie-
TMHOPMHBIM fepMaTuTOM [llopuHra, 6y/uiesHbiM nemdu-
rouaoM, cMHIApoMoM Jlaienna, MHOroOpMHOM 3KCCyaAa-
TUBHO# 3pUTEMOJ, (PUKCUPOBAHHOM JIEKAPCTBEHHOM 3pu-

! AKaHTONN3 — 3TO MAaTONOTMYECKMIt TIPOLeCC, IPY KOTOPOM BCIECTBUE
TIOTEpY CBsI3eii MeXy 3MMUIepMaJbHbIMY KIETKaMM (Yallle — B IIMIIOBATOM
C/10€) MOSIBJISIIOTCS LIe/N, TTy3BIPbKY, Iy3bipy. KJIeTKu, MuieHHble CBSI3M, Ha-
3bIBAIOTCS AKAHTONMUTHYECKMMYU. OHM MMEIOT OKpYITyI0 (GOpMy, HEYETKYIO
CTPYKTYDY SIAi€P ¥ IUTOILIa3MBI.

AKaHTONMUTHYECKIE KIETKM MOKHO BBISIBUTD TIPY NOMOLIU npobsl TyaH-
Ka: CO JHA CBEXUX 3PO3uii 6epyT Ma30K-OTIEYaTOK M OKPAIIMBAIOT €ro Io
MeTofly PomaHOBCKOro—Iumsel. LuTornnasma kieTok 6a3obunbHa U OKpa-
IIMBaeTCss HEPaBHOMEPHO, BOKDYT Sipa MMeeTCsl CBETIO-ronybas 30Ha, a 1o
niepudepuy — 30Ha KOHLEHTPALMY (TEMHO-CUHMIT 060/I0K).
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My3bipHble 3a6oneBaHus

TEMOJ, XPOHMYECKO} BereTMpyioLieii NuomepMueit u Ip.
Ce6opeiiHyio ITy3bIpyaTKy Heo6x0auMo auddepeHIpoBaTh
TaKXKe C KPaCHO¥ BOTYaHKOM U ce60peiftHOol 5K3eMOit.

O6bIKHOBEHHas ny3bipyaTKa

(Pemphigus vulgaris)

[Tyseipy pasnMyHBIX pa3MepoB C TOHKOI BSUIOH IIO-
KPBIIIKOM ¥ CEPO3HBIM CONEPKMMBIM BO3HMKAIOT HA CIIM3U-
CTBIX 060/10YKaX TIONIOCTM PTa U FOPTAaHM M HA BHENIHE He-
M3MEHEHHOM KoKe. XapaKTepHbI crieruduuecKkuii 37I0BOH-
HBI} 3alax M30 pra ¥ TOBBILEHHas camuBauyus. ITyssipu
JIeTKO BCKPBIBAIOTCS ¢ 06pa3oBaHmeM 3po3uit. OCOGEHHOCTh
3pO3uit — TEHJEHUMS K epupepuIeckoMy poCTy, TIpU 3TOM
BO3MOXKHa reHepasm3auus KOXHOro Iporecca ¢ GpopMupo-
BaHMeM OOLIMPHBIX OYaroB mopaxeHus. Cumnmom Ac6o—
XaHceHa: TIpU HalaBNMBAHUM Ha MY3BIPb IPOUCXONMUT yBe-
nuaenue ero mromany. Cumnmom Hukonsckozo (Kpaesoii):
NPy NIOTATMBAHMUM MUHIIETOM 32 Kpait sanuaepmuca, MMero-
muics mo nepudepun 3posuu, SMUAEPMUC JIETKO OTCIaM-
BAeTCs OT MOJIEXAIei TKaHM, M IUIOMAAb 3PO3UM YBeIN-
4MBaeTcs. IIpy sTOoM crenyeT MMeTh B BUAY, UTO pacciIoeHue
SMyUJepMuca npu O6bIKHOBEHHO ITy3bIpyaTKe IPOMCXOMMUT
Ha ypoBHe mmmoBaroro cnos. Cumnmom Hukonsckozo (Ha
Heu3MeHeHHOU Kojce, ps0OM C 0YA20M NOpaxeHus u 8 omoa-
JIEHUU 0m Hez0): TIPY JIETKOM Ha/IaBIMBaHMM BO/IM3Y ITy3bIps
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[naga 2

WU B OTOQJIEHUU OT HEro snmuaepMmuc OTCianBaeTCsa, OCTaB-

715151 OGIIMPHYIO 3PO3MUIO.

T'ucmonamonozus

OCHOBHbBIe TUCTOIIATOJIOTMYECKME M3MEHeHUs IIpu
OOBIKHOBEHHOM ITy3bIpuaTKe — yTpaTa MEeXKIEeTOYHBIX
MOCTMKOB B IIMIIOBAaTOM CJIO€ SMUAEpPMMCa, BbI3bIBAIOIIAS
aKaHTONU3 U 06pa3oBaHue MOJIOCTeN HeloCpeACTBEHHO Haf,
0a3aJbHBIM CJI0EM 3MUAEPMMUCA; HaJIMUME B ITy3bIPSIX OK-
PYITIBIX SMUAEPMA/IbHBIX KJIETOK, Ha3blBaeMbIX KJIETKaMM
TiaHka (aKaHTOIUTUUECKIE KIIeTKHN).

BenencrBue yTpaTthl CBSI3eil MeXAY SMUAepMalbHbIMU
KJIeTKamMy 06pasyloTcsi BHYTPUOMUAEPMAaIbHbIE ITy3bIPH.
IIpu sTomM cHayaja pa3BUBaeTCs MEXKKJIETOYHbI OTeK, a
3aTeM B HMKHMX OT[e/llax MajblIMIMeBa CJI0S1 MCYe3aloT
MEXK/IeTOYHble MOCTMKM. B pesynbraTe 5TUX IIpOLeCCOB
Haj, 6asaabHBIM C/I0EeM 3MMAepMuca CHauyasaa IOSBIISIOTCS
mienu, a 3aTeM my3bipu. KneTku, muiieHHble CBsi3eil, MOT'YyT
BHEZIPATBLCS B TOJIOCTb My3bipeit. Juctpoduueckue usMme-
HEHMSI MOTYT 3aTparuBaTh M CaMM KJIETKU: UX sifpa IMpuob-
peTalT OKpyIIyl0 (opMy, OTEUHbI, TUIIEPXPOMATUYHBI U
OKPY>KeHbI Y3KMM, YeTKO OYepYeHHbIM BEHUMKOM U3 rOMO-
reHHOV LMTOIIasMbl. JIydilie Bcero ykasaHHble U3MeHeHUs
TIpU TTy3bIpYaTKe BBISBIISIOTCS, €C/IM Ma3OK-OTIeYaToK Ge-
PYT C OCHOBaHMSI CBEXKEro ITy3bIPs ¥ OKPAIIMBAIOT 110 METOLY
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ly3bipHbie 3a6oneBaHuUs

PomanoBcKoro—I'uM3el. B ocHOBaHMM ITy3bIpS MOXKET Ha-
6mopaThcsi HEpaBHOMEPHOE pa3pacTaHue COCOYKOB M IPO-
mudepaums SMUAEPMaIbHBIX KIETOK: NP 3TOM COCOYKH,
OrpaHMYeHHble OAHMM CJI0eM SMUAEPMalbHbIX KIIETOK,
pa3pacTaioTcsl KBepxy, a IOJIOChl 3MUAEPMaIbHbIX KJIETOK
nmponudepupyIoT KHU3Y B IMIPOCTPAHCTBO MEXAY COCOYKAMMU.
AKaHTO/IM3 MOXeT HabIIo[aThCsl TakKe B SMUTEIUU BOJIO-
CSIHBIX (OJUIMKYJIOB, CaJbHBIX M IOTOBBIX JKeje3. B cTapbix
ITy3bIPSIX MOIYT OTMeYaTbCsl NMPU3HAKM pereHepaluy, 3a-
KIIoYalyecs B yBeJIMUYEHUM KOIUYECTBA CI0€B KIETOK B
OCHOBaHMU Iy3bIpet.

BocnanurenbHble M3MeHeHMS B JepMe IOJ CBEXMMU
Ny3bIPSIMM OObIYHO HE3HAYUTENTbHbI: KaK B TOJIOCTH ITy3bI-
peii, Tak ¥ IOJ, HMMU BBISIBIISIETCS HEOONMbIIOE KOIMUYECTBO
303MHOGUIOB. B CcTaphIX BBICHINAHUSIX MOXKHO OGHAPYXXUTh

6osee 3HAUUTETbHOE KOJIMYECTBO BOCIIAIUTEIBHBIX KJIETOK.

ITamozenes

IToTepst cBsizeit MeXAy KIeTKaMM IIUIIOBATOro Cjosi
smuaepmuca onocpepyercs: IgG-ayroaHTurenamMmu. 3T aH-
TUTENA CBSI3bIBAIOTCSI C IMIMKOIpOTEMIaMM MeMOpaH Kepa-
TUHOLUMTOB (TTleMUTYyC-aHTUTEHAMM; IpU OOBIKHOBEHHOM
Iy3bIpUaTKe TaKMM aHTUTEHOM sIBJsieTcs gecmorienH I —
IJIMKOIIPpOTEens, ¢ MoOJieKyasspHbIM BecoMm 130000) M BbI3bI-
BalOT akaHToMM3. [IpMumMHa MCYE3HOBEHUS TOJIEePaHTHOCTU
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[haBa 2

OpraHy3Ma K MeMOPaHHBIM aHTUreHaM IIMMOBATHIX SIIUTE-
JIVOIMTOB 3aKTIOYaeTcs B IKCIPeccHMy Ha IOBEPXHOCTH
[IIAOBaThIX KIETOK IMOMHOTO (MMMYHHOrO) aHTHUreHa ITy-
3bIPUATKM, KOTOPBI/ B OT/IMYME OT HETOTHOTO (¢dusmonoru-
YecKOro) aHTUIeHa CIOCO6eH MHAYIMPOBATH ayTOMMMYH-
Hyl0 peakuuio. BaxHasi ponb B MaroreHese ITy3bIPYaTKU
TIpMHAJIEKUT aKTUBHOCTH T- 1 B-numdoumToB.

BereTupylowas nysbip4aTka

(Pemphigus vegetans)

HYSBIpM yalie IOSIBJISIOTCS Ha CIU3UCTBIX o6onom<ax
MOJIOCTY PTa, BOKPYT €CTeCTBEHHBIX oTBepcTuit (pra, HOCA,
FeHUTaINA ¥ Ap.) U B 06/1aCTU KOXHBIX CKIafoK (mopMbI-
HIEeYHBIX, IIaXOBbIX, 3aVyIIHbIX, I10[1, MOJIOYHbBIMM )KEJIe3aMM).
Ha e 5po3uit GOpMUPYIOTCS MATKME, COYHBIE, 3JI0BOHHbBIE
Bereranuy, TTOKPBITBIE CEepO3HBbIM U THOMHBIM HaJIETOM C
HaauuueM IycTyn 1o nepudepun. CUMITOM HukonbCcKoro

TTOJIOKUTEIbHBIN TOJBKO BOMM3M 0YaroB.

T'ucmonamonozus

TMcTOMOrMYEeCKUe M3MeHeHUs: HallOMMUHAIOT M3MEHEHNMA
npy O6BIKHOBEHHO ITy3bIpYaTKe. OnHaKo eCcTb HEeKOTOpbIe
ormvunst. ITy3bIpy NpM BereTUpyloLiel MysbipyaTke 6onee
KpYTIHbIE, 8 Pa3pacTaHys KIETOK SM1AepMuca B ux OCHOBa-
HuY BhIp@XeHbl 6o/ee pe3ko. ITH paspacTaHius dbopmupyioT
GopofiaBuaThie BereTalyu, A/sl KOTOPbIX XapaKTepHbI 3Ha-
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[y3bipHble 3a6onesaHus

YUTENbHBIN TMamWIIoMaTo3?, akaHTo3® M HepaBHOMeEpHas
nponudepaumsi TOHKUX IIOJIOC SHMAEPMATbHBIX KJIETOK
KHM3Y — B IIPOCTPAHCTBO MEXIY COCOUKaMM. AKAHTO/IU3 HaJl
6a3aJbHBIM CJIOEM NPUBOAUT K HOPMMPOBAHMIO 3aIIOTHEH-
HBIX 303MHOQWIaMM BHYTPUINMAEPMAIbHBIX abCLEeCcCcoB,
KOTOpbIe NMaTOTHOMOHMYHBI [JIsI BEreTUPYIOLIEH ITy3bIpuarT-
Ki. DnuaepMasabHbIe KJIETKM BOKDYT ITOJIOCTM abCieccoB
6picTpo MponudepupyioT. B cTapbix BBICBITAHUSIX OTMEYa-
I0TCS MAMMJVIOMATO3 ¥ TUITIepKepaTos®.

JincroBupaHas nysbipyarTka
(Pemphigus foliaceus)

XapakTepu3yeTcsi TOHKOCTEHHBIMM ITy3bIpSIMM, IIO-
BTOPHO ITOSIBJISIIOLIMMMUCS B OOHUX U TeX JKe MeCTax Ha cjer-
Ka MOKpacHeBIIel Koxe. [Ipu BCKpBITUM ITy3bIpeit o6HaXKa-
I0TCS. PO30BO-KpacHbIe 3P03UM C MOCIeayIonuM 06pa3oBa-
HMEM IUIaCTMHYATBIX KOPOK, MHOTIZA NOBOJIBHO MaCCUBHBIX
3a CyeT IIOCTOSIHHOTO CChbIxaHMsl 3Kkccypara. I[lopakeHme
CIU3UCTBIX 000JI0UeK HexapakTepHO. BO3MOXXHO ObicTpoe

? [lTanunnomMaro3 — OXHOBpPeMeHHasi mponudepanysi COCOYKOBOIO C/IOS
JlepMBbl ¥ KJIETOK MaJbIIMIMeBa CJIos smyupepmuca. Yaie BCero COMpOBOXKIA-
€TCsI TUIIEPKePaTo30M.

5 AKaHTO3 — YTOJILIEHME ¥ YBEeIMYEHNE YMCIa PSZIOB MasbIIUIMeBa ClIos
SMUAEPMMCA, COMPOBOKAAIONIEECS YIJIMHEHNEM SMMIEPMaIbHBIX BBIPOCTOB,
KOTOpBIE MOTYT IIPOHMKATH INTYGOKO B IEPMY.

4 I'unepkepaTo3 — Ype3MepHOe YTOMIEHEe POTOBOTO CJIOS SMMLEPMICA B
pesy/bTaTe NOBLILIEHHOTO 06pa30BaHMsI KePaTUHA.
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