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Knaccudukaumsa no M. [.LLleknakosy (1961)

A. Tly3bipyaTKa € aKaHTO/NIMTUYECKUM oO6pa3oBaHMEeM nNy3bipe — UCTUHHAA
ny3bipyaTKa:

* BYJIbFapHyHo
* BEreTUpyroLlyto

* IMCTOBUOHYIO

* cebopeliHylo (3puUTeMaTo3Hylo), uau cuHapom CeHup-ALlepa.

b. lobpoKayecTBEHHas XpoHUYecKas ceMenHas nysbipyatka lNy)xkepo-Xemnnu-Xemnu.
B. lNy3bipyaTKa ¢ HEaKaHTOJIMTUYECKNM 0Opa3oBaHUEM Ny3blpeun -nemburona;:

* COGCTBEHHO HeaKaHToUTUYEcKasa ny3bipyaTka (6ynnesHbin nemdurounp, Jiesepa);

e ny3bipyaTtka rnas (cuHexuanbHo-aTpopupyowWmii 6ynnesHbin aepmatutr Jloprta-
Xakob6a)

e no6poKayecTBeHHasA HeaKaHTO/IMTUUYECKas Ny3bipyaTka TosbkKo COlMP.



bynnesHbin nemopurona

* bBbynnesHbit neméurona, (bullous pemphigoid) - ayroummMmyHHoe
3aboneBaHMe KOXXWU, Bbi3BaHHOE MNpPOAYKUMUEH ayTOaHTUTEN K
KOMMNOHeHTaM noaypgecMocoM (aHtureHam BP180 u BP230) u

XapaKkrepusyrouleecs obpasoBaHueM cyb3annaepmasnbHbiX Ny3bipen.



Normal structures Targeted structures
for immune-mediated

diseases
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ATUONOrUSA U nNatoreHes

« PasButne 6ynnesHoro neméuronaa BbI3BaHO npoaykumeun lgG aytoaHTuTen K 6enkam
BP180 (konnareH XVII Tuna) n BP230, BxoaAwmMX B cOCTaB NMoJyAeCMOCOM, KOTOpble ABAAIOTCA
CTPYKTYPHbIM KOMIMOHEHTOM 6a3a/ibHOM MeMOpaHbl KOXXM.

*  Jtuonornyeckue pakKrTopbl, Cocoo6CTBYIOLLME NPOSABAEHUIO ByanesHoro neMmpuronaa rnoka
TOYHO HeusBecTHbl. [peanonaraloT, 4TO OAUH U3 rNaBHbIX ¢AKTOPOB Bbi3BaH FrEHETUYECKOM
npeppacnonoxeHHoctblo. Hekotopblie annenm HLA 1l knacca (DQb1*0301, DQb1*0302
DRb1*04, DRb1*1101), KoTopble npeBanAupyloT nNpu 6ynnesHoM nemouroupge, BAUAIOT Ha
orpaHuvyeHue T-K/IeTOYHOro oTBeTa Ha aHTUreHbl-MULLEHU U MOTYT UrpaTb KJIKOYEBYHO pOJib B
naroreHese 3abosneBaHus.

e B OosblUMHCTBE C/yyaeB pa3BuTue byanesHoro nempuronga He CBA3aHO C KaKUM-nnbo
npoBouupyrowmmMm ¢aktopoM. Y 4actm 60abHbIX 6ynnesHbiM nemMmdpuronaom nosiBeHUe
BbICbINaHUN 06YCN0BJIEHO NMPUEMOM JIEKAaPCTBEHHbIX NpenapaTtoB, Bo3aencreueM GpusnyecKmx
dakKkTopoB, BUPYCHbIMU UHPEKLUAMU



* JleKapcTBEHHbIMM MpenapaTamMy, C KOTOPbIMMU MOXET ObiTb CBA3aHO pa3BuUTUe 6y/Ie3HOro
nemuronpa, ABAAOTCA NEHULMUANAMUH, NEHULWIMHbI U UedaNoCnopuHbl, KanTonpua u apyrue
WHIMOUTOpPbI  aHrMOTEH3UHMNpeBpawawlero d¢epmMmeHta; d¢ypocemMua, acnupuH U apyrume
HecTepouJHble NpPOTUBOBOCMA/IUTENbHbIE Mpenapartbl, HudbeaunuH. W3BecTHbl cayyau pasBUTUA
6ynnesHoro nemuronaa nocae BBeAeHUS BaKLMHbI NPOTUB TPUNMa, aHTUCTOJIGHAYHOrO aHAaTOKCUHaA.
OnucaHo pasButue 6yanesHoro neméduronga nocne Bo3aencTeuas PuUsnMYecKux ¢GaKTopoB -
yAbTpadunoNeToBOro o06/lydyeHUus, JIydeBOM Tepanun, TEPMMUUYECKUX U 3SNEKTPUYECKUX OXKOroB,

XUPYPruyeckux npoueanyp.

 [pepnonaraercs, 4YTOo pas3BUTUIO bynnesHoro neméouronaa MOryt cCnocob6crsoBaTtb BUPYCHbIE

nHdeKuum (Bupychbl renatutos B u C, uutoMmeranosupyc, Bupyc nwirenHa-bapp).

e [pu 6ynnesHoM nemMmduromae BO3IMOXKEH MapaHeoNnIacTUYECKUMN Xapakrtep 3aboneBaHus.
bynnesHoin neméuronpg accoummpyerca ¢ ammbonponndepatMBHbiIMU  3aboseBaHMAMU U

HEKOTOPbIMU ONYXOJIAM TaKUX OPraHOB KaK )Keﬂy,ﬂ,O‘-IHO'KMLIJe‘-IHbIﬁ TPAKT, MoOYyeBOM ny3bipb U 1IErKue.



AnunaemMmunonorusa 3abosieBaHus

e CornacHo pAaHHbiIM ®depepanbHOro CcraTUCTUYECKOro  HabawaeHus
3aboneBaeMoctb 6ynnesHoiM neméuronaom B Poccumckom Pepepauun B 2014
rogy coctasmna 1,1 cayyair Ha 100000 B3pocsioro HaceneHus (B BospacTte 18 ner
M cTaplie), a pacnpocTpaHeHHocTb - 2,6 cnydyaeB Ha 100000 B3pocnoro
HaceneHns. bonewT B OCHOBHOM /ML A NMOXuWaoro Bospacra. Cpean noaen B
Bo3pacte ctapwie 80 ner 3aboneBaeMoctb 6ynnesHoiMm neMourouaom

pocturaet 15-33 cayyaes Ha 100000 cooTBeTCTBYIOLLErO HACENIEHUSA B roA.



KanHn4yeckasa KapTuHa

NMopaXxeHne KoXxu npu bynnesHom nemburonae Moxet bbiTb
* JIOKaJIM30BaHHbIM

* reHepaJiM30BaHHbIM.

BbiCbIMaHMSA Yalle IOKaNN3YIOTCA Ha KOHEYHOCTSX,

* )XuUBOTE,

* B NaxoBO-6eApeHHbIX CKNafKaXx,

* Ha BHYTpeHHeM NnoBepxHocTu 6eaep.

bynnesHbit neMmurona nmeet ABa nepmoaa pasBuUTUA:

* npopapoMabHbIi (He6ynnesHbin)

6ynnes3HbIN.

HebynnesHasa ¢asa nemoburoaa, Kak npaBmio, MaHUPeCcTUpyeT 4acto HecreumPpUu4ecKu U NposiBaAseTca:
* CWJIbHbIM 3yJ0M, CONMPOBOXXAAIOLNNCA IKCKOPpHUALLMAMMN,
* 3K3eMaTusauuen,

* IpUTeéMato3HbiMU, Nnanyaie3HbiMmn n/mnum YPTUKaPHbIMU BbICbINMaHUAMMN.



KAnHn4yecKaa KapTuHa
* BO3MOXXeH UCTUHHbIN U I0XKHbIN (3BONIIOLMOHHBIN) NoAMMOpPdU3M CbInMu.

« 3yn un Hecneuudpuyeckne BbICbIMAHUA MOFYT OCTaBaTbCA €AUHCTBEHHbIM
npusHakoM 60s1e3HM B TeyeHue AAUTeNbHOro BpemMeHnu (Ao 5 ner).

B albHEULLEM nNpU  HaanMuun cneundPuyeckon KapTuHbl OynnesHoro
neméouronaa (bynnesHas craamsa) ero AMarHOCTUKA He Bbi3bIBAET 3aTPYAHEHUMN.

My3bipyu UMeKOT HaNPAXKEHHYI0, NJIOTHYIO NOKPbILLKY,
* OKPYI/Iyl0 UJIN OBaJIbHYIO PopMY,
* Cepo3Hoe Uan cepo3HO-reMopparuyeckoe coaepMmMoe;

° pacnonaralTci, KaK npasuio, Ha 3puUTeMaTo3HOM ¢oHe uAn Ha BUAUMO
Hen3MeHeHHOWM KoXXe.

e obpasoBaBLIMECA Ha MecTe nysbiper 3po3uM, MNPU OTCYTCTBUM BTOPUYHOTO

UHPULUPOBAHUA, GbICTPO IMUTENUSUPYIOTCA, HE CKJIOHHbI K nepudepuyecKkomy
pocCTy.

* ®eHoMeH HuKoabCKoOro otpuuatenbHbin. MNpuU HaaaB/AMBaHUM Ha MNy3bipb €ro
AUAMETP MOXET yBeJIMYMBaTbLCA 3a cyeT cybanuTenmnanbHoum nepudoKasibHOM
OTCNIONKU - peHOMEeH Acbo-XaHCceHa NONI0XKUTE/IbHbIN.

e Cnusuctble 060104KkM nopaxkarorca y 10-25% 60nbHbIX.









HanpsizkeHHbIE MY3bIPH ¢ CEPO3HBIM COAEPKMMbIM HA
IPUTEMATO3HOM (POHE HA KOkKe Oepa y NAUMEHTKH C
OyJU1e3HBIM eM(UrouI0M



KAnHn4yecKaa KapTuHa

OpHako B 20% cay4yaeB KaptuHa OyanesHoro neméuromaa npuHUMaeT Hecneundunyeckmnm
XapaKTtep, AMArHOCTUKa KOTOpOro onupaercs Ha Mopdoaormnyeckmne ¥ UMMYHOTMCTOXMMUYECKUE
MeTobl uccaenoBaHUs.

Ha3sBaHusa BapuaHTOB neMdmroup,a Pa3/INdHbl N1 3aBUCAT OT €ro KIMHUYECKOMU KapPTUHDbI.

TaK, Haanuyme nanya u BE3UKYN, UMeELUe TeHAEHUUI0 K rpynnupoBKe ¢ ob6pasoBaHMEM
NYyroobpasHbiX o4YepTaHUM MU HaNpPSHKEHHbIX My3bipe Ha KOXXe CNUHbl, KOHEeYHOCTEeMU, Aroaul,
paccMaTpUBalOT KaK Be3UuKy/10-by1e3Hbil nemeurous.

SpumpogepmMmuyeckas ¢opma 6bynnesHoro nemdburonga nporekaeT Ha <¢GOHe XPOHUYECKUX
Aepmarto3oB (HanmpuMmep, ncopuas), Koraa HarnpsHKeHHble My3bipyu pacnojiaralotcsi nNo BCeEMY
KO)XXHOMY MOKPOBY, BNJIOTb A0 B/Y rosioBbl, Ha ¢oHe 3puTpoaepMuu.

MpypuruHosHasa ¢opma 6ynnesHoro nemburonaa npeacraBieHa NPyPUrMHO3HbIMU 3J1IeMEHTaMM,
pacnosiaraloLMMnCA Ha KOXKe HUXKHUX KOHEYHOCTEN U CMUHBI.

JlokanusoeaHHas  ¢opma  bynnesHoro neMmduronga  XapaKrepusyerci  JIOKaJibHbIM
(orpaHuYeHHbIM) pacnosioXXeHMeM nys3bipeil Ha KOXe CO CMOHTaHHbIM MUX paspelleHUeM u
nepuoauyecKkuM NosBJIEHMEM HA TOM XKe MecTe Hanps>KeHHbIX Ny3blpe.

B cayyasx napaHeonsiasuu KapTuHa 6yanesHoro neméuronaa Moxket HanoMuUHaTb BYJIbrapHYIO
dopMy ayTOMMMYHHOM Ny3blpyaTKU, cuHapoM CTuBeHca-[)XKOHCOHa 1 cMHApPOM Jlanena.



KAnHn4yecKaa KapTuHa

CTeneHb TKECTU TeuyeHUsa bynnesHoro nemouronaa onpeaensierca no Yumcay

NoABAOLWUXCA NMY3bIPHbIX 3JIEMEHTOB.

bynnesHboit nemopuromp,

* TSHKe/blA Npu nosiBieHun 6onee 10 nysbipeir B CYTKM Ha NPOTSAXKEHUMU 3-X

AHeU noapsaa,

* Jlerkum - npu nosiBaeHmnu 10 uan MmeHee nysbipein B CYTKWU.



MopaXxeHue caM3nucTon 060J104KU NMOJIOCTU pTa NPU byNe3HOM
neMméuronae

* N3onupoBaHHOE noOpakeHue CAN3UCTON O0OO0JIOUKU MnosoCTM PpTa npu  bynnesHom
neméburonae scrpevaercsa B 10—20% cnyyaes.

* Bo/IbHbIX 6ecnoKouT 3yA MpuU MOSABAE€HUM BbICbiNaHUNA. [N KJAMHUYECKOM KapTUHbI
6ynnesHoro neMmouronaa xapakrepHbl My3bipy Ha CAAU3UCTbIX 060J104KaX LLEK U AEeCEH, a TaKXKe
TBepaoro Heba, pelKo — rNI0TKU, TOPTaHU, pa3sMepaMu OT HECKOJIbKUX MUIJIMMETPOB Ao 5—10
CM B AnaMeTtpe u 60blle, C TOJICTOM MOKPbILLIKOM, CEPO3HbIM UM CEPO3HO-TEMOpPpParnyeckum
CcoAep>XXUMbIM Ha runepeMmpoBaHHOM PpoHe, COXpaHSAIOLLMECH B TeYEHUE HECKOJIbKUX A HEMN.

* Mpu BCKpbITUN Ny3blpen 0Opa3yloTcsl 60JIe3HEHHblEe 3PO3UU € YEeTKUMU rpaHuLamMu 6es
TeHAeHUMn K nepudepuyeckomMmy pocTty, JIerKOKpoBoTovauime, 6e3 ¢pubpnHosHoro Hanerta,
MOKpPbITble CEPO3HbIMU WJIN CEPO3HO-TEMOPPArM4eCKUMMU KOPKaMM, CPaBHUTEJNIbHO ObICTPO
aNUTeNn3UpyroLuLmecs ¢ obpasosaHneM NUrMeHTaLuun.



Y A,

Pe3Ko nNONOXUTeNbHbIN CUMNTOM NepudpoKalbHOro
otcnoeHusa anutenusa (CUMNCO) npu nemduromnae.



B IgG &3

Pemphigus vulgaris

blister within the epidermis
floar lined by basal cells
acanthalytic calls in hlister fluid

intercellular 19G & <35 by direct
immunofluarescence

Pemphigoid

subepidermal hlister

eosinophil infiltrate in underlying derrmis
basernent membrane IgG & C3 by
direct immmunafluorascence

Dermatitiz herpetiformis

subepidermal blister

neutraphil infiltrate in underlying dermis
dermal papillary [ga by direct
imrunafluorescence



ﬂa60paToprle ANArHoOCTn4eCKne uccineagoeaHumA
* [ucronornyeckoe wuccaegoBaHUE 6uontata KOXM WAM  CAU3UCTOI

060104KMN U3 061acTU cBeXKechopMmupoBaHHOTO (cyLecTeylowero He 6onee 24 yacos)
ny3blps BbISABASAET Cy6anmnaepMaibHYIO MOJIOCTb C NOBEPXHOCTHbIM UHPUABLTPATOM B
AepMe, coCcToAWMUM U3 AIMMPoLUTOB, TMCTUOLLUTOB U 303UMHOPUOB

Cy63nutennanbHbin
ny3bipb.

KneTo4yHbin
UHOUNbTpPAT




JlTabopatopHble AnarHocTuyeckue nccaenoBaHus

e PexkoMeHpyeTca nposeaeHune PEAKLUUU I'IpFIMOﬁ MMMYHO(I)JHOOpECLI,eHLI,MM 6uontata BUAMMO

HEﬂOpa)KeHHOﬁ KOXX1 60/IbHOIro UN Ha PacCTOAHMU OKOJ10 1 CM OT O4aroB NopakeHus.

. 0OHapYy>XUBaIOT IMHENHOe oTNoXXeHue IgG n/mnam C3 KoOMNOHeEHTa KOMIJIEMeHTa B 06.1acTu 6a3anbHOMN
MeMOpaHbl.

Mpamas peakuus
UMMMYHol0OpecLeHL NN
(Mno).

CBeyeHue B obnactu

6a3asnibHOM MeMbpaHblI




JlTabopatopHble AnarHocTuyeckue nccaenoBaHus

LluTonoruyeckoe ucciaenoBaHue

* lna 6ynnesHoro neMmpuronaa He xapaktepHo HaJiMume akaHTOJIUTUYECKUX
KNIeTOK, YTO OT/INYAET €ro oT aKaHTOJIMTUYECKOMN Ny3bipyaTKu




1. NMpusHak

duppepeHuuanbHasa guarHoCMuUKa:

2.MHorodpopMHas

JKccypaTMBHAA 3putema

3. BynbrapHas nysblp4yaTtKa

4.,U,O6pOKa‘-IeCTBeHHaﬂ HeaKaHTOJIUTU4eCKas
ny3blp4YaTKa TOJIbKO MOJIOCTU pPTa

Bospact 60/1bHOrO.

Mon 6onbHOrO

Hayano 3aboneBaHus u
obliee cocTossHUEe 60/1IbHOro

Mpeobnapatowmii
MOPPONIOTMYECKUIN INEMEHT
nopakeHus

Jlokanmnsauusa snemMeHTa

CocTosiHME C/IN3UCTOMN,
OKpY>XaloWMni 3IEMEHT

BHeLLHWIA BMA, 3p03un

Lo 30 net

My>CKOM U XKEHCKNIA

OcTpoe, c NoAbEMOM TEMMEPATYPbI TENA,
r0JIOBHbIMM, MbILLIEYHbIMU U CYCTaBHbIMU

6019MU. YBENIMUMBAIOTCSA WENHble NMM)OY3bl.

MCTUHHBIN NOIMMOPPU3M BbICbINMAaHUI HA KOXKE
M JIOXKHbI Ha CZIN3MCTOM NOJIOCTU pTa

l'y6bl, NpeaaBepue NOJIOCTU PTa, A3bIK, HE6O,
LLLEKN

'MnepeMupoBaHHas, 3HauYMUTEIbHAA OTEeYHAs

O6LUMPHbIE, C POBHBIMU rPaHNULLAMU, UMEIOT
TEHAEHLUMIO K C/IMSHUIO, PE3KO BOJIE3HEHHbIE,
KPOBOTOYaLLME, NOKPLIThIE YKENTOBATO-CEPbIM
HanetoM. o Kpasm —06pbIBKKN aNUTENNSA
MOKPbILLKM My3bIps

B cpegHeM 50 net

Yale >XeHcKum

be3 npoapoMmbl, Hepeako NpeaLwecTByeT
obllee nioxoe , Horga 3abosieBaHUe
neyeHu, NoYeK, AepMaTo3;IMMPaseHnT
OTCyTCTBYET

MoHoMOopdU3M: Ny3bipb C NOCAEAYIOLEM
ob6pa3oBaHMe 3po3nn

PeTpoMonsipHOE NPOCTPAHCTBO , 3€B, MANKOE
Hebo, AecHa, A3bIK

BieiHO-pO30Bas ,c/Ierka oTeyHas

SApKO-KpacHble pasHbIX pa3MepoB C
HEMNPUSATHbLIM 3aMaxoM, MOKPbITblE CEPOBATbIM
HaNEeTOM UM MeMbpaHaMu 6enoro imbo
«CaNbHOro» LBeTa, 60N1e3HEHHbIE,
cavBatoumecs. Mo KpasiM - 06pbIBKU
3MUTENNS NOKPbILLIKKU My3bIps

B cpepgHeM 53 roaa
MpenMyLLLECTBEHHO XXEHCKUIA
Ob6uiee cocTosiHME 60JIbHOrO
YA0BJIETBOPUTESIBHO
NnmdapeHnT otcyTcTByeT

My3bipb € Noc/ieayoweM o6pasoBaHMEM 3PO3MM

JecHa ,Markoe HebO , LEKN

F'MnepeMmnpoBaHHas, C/erka oTe4yHasi, Ho MoOXeT
ObITb 6€3 U3MEHEHUN

Hebonblunx pa3mMepos, Majio 60/Ie3HEHHbI, 6e3
TEHAEHUMN K YBEIMYEHUIO, MOKPbITbIE
dUBPUHO3HBLIM HaneToM. Mo KpassM- 06pPbIBKK
3MUTENNS NOKPLILWKKU My3bIps



S e I

CumntoM HUKonbCKoro u ero

PasHOBNAHOCTUN

JaHHbIE UMTO/IOrMYECKOro
uccneJoBaHNs Ma3KoB-
OTNeYyaTKOB WJIN COCKOHOB

JaHHbIe T’MCTON0rMYECKOro
nccaenoBaHmnA

OTpuuaTesNibHbIN

Ha BbicoTe pa3BuTuns 3a6os1eBaHnsA 6oblioe
KOJIMYECTBO 6O/IbLUMX M MasiblX NOANGNACTOB
(NpuM3HaK HacTynuBLEro nepenoma B 60/1€3HU
M 6os1ee rnyboKoro NopakeHus
CM3UCTOMN).BCTpeyatoTcs anutenmnabHble
KJIETKM, IEMKOUMUTBI , 06UIbHAs MUKpodiopa

Cyb6anuTenManbHOE pacnosioyKeHMe nysbipsa ,
HEKpPO3 ManbMNUrnmeBa cnos, oTCyTCTBME
aKaHTO0/1M3a, B COCOMKOBOM C/10€ BbIPaXXEHHbIN
NEPUBACKYNSPHbINA KPYTOKNETOUYHbIN
MHOUNBLTPAT

MonoxutenbHble

B pasrape 3a6oneBaHus 1 Npu peuyanBax
0bOHapy)XMBaeTCs aKaHTOJIMYECKUNE KNETKN ,
MMeEIoLLME OKPYT/ible o4epTaHUs 1 6onblIoe S4p0
¢duronetosoro uBeTa.B Hayane 3aboneBaHUs nx
Mano, 06HapPY>XMBAKOTCA He BCeraa, 04HaKo ecTb
KJIETKM MEepPEXoaHOro Tuna . Aapa KoTopbIx
MeHbLLE MO pa3MepaM, HO coAeprKaT KpyrHble
AAPbIWKN. INUTENNANBHBIX KNETOK Mano,
Munkpodaopa HeobunbHa, BCTpeyatoTcs
NOJIMMOP®HbIE NENKOLUTDI

BHYTpuanuTeManbHOE PacnooXKeHME Ny3bIps,
JlereHnpaLms KNeToK LNMNOBUIHOIO C/104,
sIBIEHNE aKaHTO/IM3a

OTpuuaTenbHbIi, HO Y HEKOTOPbIX
MONOXUTE/bHbINA CUMMTOM
«BO3HMKAIOLLLErO My3bIps»

AKaHTO/IMTUYECKUX KNETOK HE
obHapy»XmnBatoT. B Mmackax
JEereHepaTnMBHOM aNUTENANBHOM
KJIETKM OKPYTrJIoM POpMbI C
6a300UNbHBIM 54POM U rosiybon
npoTtonaasmMoi

Cyb6anutenManbHOE pacnosioXKeHme
ny3blps , OTCYTCTBME aKaHTON3a,
pacliMpeHue cocyaos,
MHPUNBbTPaLUA AiMMboLUTaMK,
$dubpobaactaMm 1 NnasMaTMHECKUM
KNeTKkaMu



JleyeHue

PekoMeHayeTcAa ana nevyeHus 60/1IbHbIX 6y.l'llle3HbIM ﬂeM(I)MI'OM,D,OM JIErKOMN CTEMNEHMU TAXKECTU:

. Knob6eraszon 0,05% 1 pas B AAeHb HAPY>XHO Ha O4Yaru NOpa)keHus.

* PekoMeHayeTca uepe3 15 pAHel Mnocne [OCTMXKEHUA KAMHMYeckoro 3¢dekTta (npekpalleHue
NOSIBIEHUAA HOBbLIX BbICbIMAHMII W 3yAa, Hayaao 3NUTENM3aLUU 3PO3UIN) MNOCTENEHHO YMeHblUaTb

KOJIN4eCTBO HAHOCUMOTIO TONMUYECKOIo rNMIOKOKOPTUKOCTEPOUAHOTIO NMpenaparta

PekomMeHpyeTcA npu OTCYTCTBUUN KJIMHUYECKOro 3¢¢eKTa oT Téepanuun TONMN4YECKUM

rMIOKOKOPTUKOCTEPOUAHBLIM NpenapaTtoM B TedyeHue 1-3 Hepenb:

*  NpeAHU30JIOH nepopasnbHo B go3e 0,5 Mr/Kr maccbl Tesa B CyTKU. [0 AOCTMIKEHUU KAMHUYECKOrO

adpdeKTa 403y NpeaHU30/10Ha NOCTENEHHO CHMKaIOT A0 0,1 Mr Ha Kr Macchbl TeJ1a B CYTKM.
PekoMeHpayeTca Ana nevyeHus 60bHbIX 6ynne3HbiM NeMPUronaoM THKE/ON CTENEHU TAXKECTU:

*  npepgHusosoH 0,5-0,75 Mr/Kr Macchbl TeJ1a NepopasbHO B 3aBUCUMOCTU OT TAXKECTU COCTOAHMUA.



MecTHoOe neyeHune

* PeKkoMeHAyeTcA 3pO3UBHbIE O4Yarn nopa)keHus OﬁpaGaTblBaTb PaCTBOPOM aHTUCENTUKOB:

xnoprekcuauH 0,05-0,2% pactBop
e  mMupamuctul 0,01% pacrsop

*  6punnnaHToBbLIN 3€NeHbIN 1% cnUpTOBON PacTBOP.



Pybuyrowmnmnca nempuromp,

* Py6buyrowmmca nempuron - 3To XpoHUYeCcKoe ny3bipHoe 3aboseBaHune CAU3SUCTbIX
060/104€K U MHOrAa KOXXM, MNMpuBojsllee K pyobueBaHUIO TKaHeu. Yawe OGonerot
NOXXWJble YXEeHLMHbI Ha NPOTAXXEeHUU papa neT 6e3 HapyLleHUs obL.ero coctTossHUs.

* NMaToreHe3s 3ab6o0s1€eBaHUA AaYTOMMMYHHbIU, CXOAHbLIN C OynnesHbiIM neMourouaomMm.
O6pa3yloTca aHTUTeNna K 6Oenkam, BXoAswMM B coctaB 0as3asibHOM MeMOpaHbl
anuTtenusa (anunaepmmca).

e Y 60-90% naumeHtoB 3a60s1eBaHNE HAYUNHAETCA C NOPAXKEHUA KOHDBIOKTUBbLI /123 UIN
C/IN3NUCTON O0OONI0OYKU pTa, HO MOXKET NnopaXKatbCs U CAU3SUCTaAA NULLLEBOAA, TOPTAHMU,
HOCa, FreHUTaIMMN U aHyca. NepBUYHBLIM BbICbIMHLIM 3JIEMEHTOM TaKXXe KakK u npu bl
ABNAAETCA HEeO6ONbLUOM HaMNpPsXXEeHHbIN cybanuTennanbHbIA My3blipb € NPO3PaYHbIM
coaep>XuMbiM. XapaKTepHOMN KJIMHUYECKou ocobeHHocTbio PI1 sBnsercs noBTopHOE
BO3HMKHOBEHMUE MNMY3blpen U 3p03MM Ha OAHUX U TEX Ke MecCTaX, YTO B utTore npmBoauT
K AEeCTPYKTUBHbIM PYOLOBbIM M3MEHEHUSAM C CYLLLeCTBEHHbIM HapyLlleHneM PpyHKuUm
NopaXeHHOoro opraHa.



Ha camsucton o60s10uKe pTa TakKXKe BO3HMKAKOT peuuausupylolme cybanurenuvanbHbie
ny3bipuU, KOTOpPble BCKPbIBAIOTCA U 06pa3yloT 60/1e3HEHHbIe MSACO-KPAacHOro LBeta rnybokue
3p03UMn, 3aXKUBawLiMe pybueBaHueM. Mpu NoKanAusaumuu BbICbINAHUM HA y3Aeuyke A3blKa,
NOABAAIOTCA CMANKK, NPUBOASALLMNE K OFPAaHUYEHUIO ero NoABUXKHOCTHU.

NMpu nopa)xeHnu rnas nosABASETCS KapTUHA KaTapaZibHOro KOHbIOKTUBUTA OAHOrO rnasa, Yyepes
1-2 ropa nopa)kaerca Apyroi rnas. locreneHHo pa3sBuBaloTca py6LoBblie cpalleHus (cuHexum)
MeXay 6ynbbapHOM YacTblo KOHBIOKTUBbI U KOHBIOKTUBOMU BEKa, B CBA3U C YeM 3aTpyAHseTcs
CMblKaHUEe BeKa, OrpaHuU4YMBaeTCs ABMXKeHMUe rnasa. [1ecTpyKTtuBHble pyobLoBble M3MEHEeHUs
C/1I€30BbIBOASALLUUX MYTEN BbI3bIBAOT CYXOCTb KOHDBIOKTUBbLI C pa3BUTUEM KcepodTaibMuUMn.
Bo3HMKaeT NoMyTHEeHMne porosuLibl, YTO NPUBOAMUT K yTpaTe 3peHuns b6osee yeM y 20% 60/1bHbIX.

Ha camsucroit 060s104Kke reHuTanuini obpasyrorca pybLoBblie aTpodUN U CNAKU: Y MYXKUUH -
MeXXAy roJIOBKOM U KpaHEeM NJIOTbIO, Y XKEHLUUH - CY>KeHUe UK pe3Koe pacliupeHue BXoaa BO
BJ1arajiumiue.

Atpoduyeckme pybubl B c/y4yae BbICbIMaHUS My3blpeli Ha KOXXe TaK)Ke MOryT NosiBUTbCA B
061aCTU eCcTeCTBEHHbIX OTBEPCTUIM, KOXKHBbIX CK/1aA0K U NMyMKa.






Nlo6poKayecTBeHHasA HeaKaHTO/IMTUYECKas Ny3bipyaTKa
TOJIbKO C/IN3UCTOM NONOCTU PTa

« lobpoKayecTBEHHasA HeaKaHTOJIMTMYECKasa My3bipyaTKa TOJIbKO MOJIOCTU pTa He
COMPOBOXXAaeTca HapyLUeHUEM 0bLLEero coctTosHus opraHnsma 60bHoro.

Ha can3sucron o60on04Ke NoABAAIOTCA MeJIKue Hanpsi>KeHHble ny3bipy € NPO3payHbIiM
NM60 remMopparmieckKuM COAEepP>XUMbIM, NPU BCKPbITUU KOTOpPbIX OOpasyroTcs
Masio601e3HEHHbIE U BbICTPOINUTENINIUPYIOLLUECS 3PO3UMN.

CuMnToM HUKOZIbCKOIro oTpULLaTesibHbl 7R

B nepuoj, anutennsauum spo3mm oTCyTCTBYIOT pyoOLibl, CNauKun, atpoPpum.

[My3bipu 06bIYHO 06pPa3yIOTCA HAa PUKCUPOBAHHbBIX YYaCTKaX.



ucrosorusa:

Cy63nutenuanbHbi Ny3bipb



Knumakrepmnyeckum rtHrmBuT






lepneTndopMHbIN AepMaTUT [OpUHra

* lepnetudopmMHbIi aepmMmatut (dermatitis herpetiformis Duhring;
6onesHb [llopuHra) - BocnajauTesbHoe 3abo0sieBaHUE KOXM,
acCoLMMpPOBaHHOE C rnoTeHOBOU 3HTeponaTtueu 7
Xapakrepusywouwieecss noMmMopPHbiMU 3yAALLMMU BbICbINMAaHUAMMU,
XPOHMYECKMM  pPEUUAUBUPYIOLLUM  TEYEHUEM, T[PaHYASAPHbIM
OT/ZI0OXKeHUueM IgA B COCOUYKaX AepMbl.



ITUOJIOrUA U AIMNAEMUANONOTIUA

Fepnetupopmubin aepmatut () - peAKkuit AepMaTos, 4allle BCTPEYAIOLLMICA Y XKuUtenen
CeBepHou EBpornbl.

Mo AaHHbBIM 3NNMAEMMUONIOTMYECKUX UccneaoBaHUU, npoBeneHHbiX B CesepHon EBpone, B
pa3/IM4HbIX CTpaHax 3aboneBaemMoctb [l Konebnerca or 0,4 po 3,5 cnyyaeB Ha 100 000
HacesieHuA B ropa,, pacnpocrpaHeHHocTb - oT 1,2 po 75,3 cny4yaeB Ha 100 000 HaceneHus.

O6bI4YHO 3a60s1eBaHUE HauYMHaeTcs B Bo3pacTe 30-40 net, 0oAHAaKO MOXKET pa3BUTbLCS B Al€TCKOM
U NOXXUJIOM BO3pacTe.

My>)X4unHbl 60s1el0T Yalle >XEHLLUH; COOTHOoLWeHue 3a60s1eBaeMoCT MYXXUYMH U KEHLLUH
Bapbupyet ot 1,1:1 no 1,9:1.

Mo paHHbIM OdUUMANBbHBLIX FOCYAAPCTBEHHbIX CTAaTUCTUYECKUX HabawaeHun, B 2014 ropy
pacnpoctpaHeHHocTb [l B Poccuinckon depepaumn cocrasmna 2,0 cnyyaeB Ha 100 Tbicsav
HaceneHns B Bo3pacte 18 ner u crapwe, 3abonesaemoctb - 0,8 cnyyaeB Ha 100 TbicAY
HaceneHusA B Bo3pacte 18 net u crapuue.

fepneTuOpMHBIN AepMaTUT, KaK W [/IlOTeH-YYBCTBUTE/IbHAA 3HTeponatua (uenmnakus),
accouumpoBaH c ranaotunamum HLA-DQ2 n HLA-DQ8. lNMpumepHo y 5% naumneHToB ¢ rNioTEHOBOMU
3HTeponaTtueun passusaetca .



laToreHes

K noteHuManbHbiM MexaHusMaM pa3Butua Il npu rAOTeHOBOM 3HTEponaTtuu
OTHOCATCA cneayrouime:

>nocse ynotpebaeHus u nepeBapuBaHUA MULLU, COAEPKALLEN T[JIOTEH,
obpasyerca rnAvMaauH, KOTOPbIM BCacCbIBaeTcsl 4Yepe3 CAU3SUCTYIO 000JI0YKY
TOHKOM KULLKMU;

> MUaguH JAe3aMUHUPYETCS TKaHEeBOWM TPaHCI/IIOTAaMUHA30M B  CJM3UCTOM
0060/104Ke TOHKON KMULUKKU, POPMUPYIOTCA KOBaJZIEHTHblIE NMepeKpecTHble CBA3U
MeXAay rMmaguHoM U TpaHCrIIOTaMUHA30M;

» Ae3aMMUHUPOBaHHbIE NenTuAbl FMMaguHa CBA3bIBAIOTCA C MoJsiekyaamu HLA
DQ2 wam HLA DQ8 Ha aHTUreH-npeseHTUPYKLLUX KAETKaX, rAe OHu
pacno3sHatotca Th-numopouuramu;

> aktuBupoBaHHble Th-amMmdouuTsl BbipabaTbiBalOT MNpoBOCNANUTE/IbHbIE
LLUTOKUHbI U MATPUKCHblE METaJ/JIONPOTEUHA3bl, KOTOpble CTUMYAUPYIOT
noBpeXXeHue CIM3UCTON 06010UKU KULLKU U NPOAYKLUIO B-KneTkaMu aHTuTen
NPOTUB TKaHEBOM TPAHCI/IIOTaMUHa3bI;



> pa3BuBaeTca GopMUpOBaHUE UMMYHHOro OTBETa NPOTUB 3HAOreHHOro

aHTUreHa WJN MHOXXKEeCTBEHHbIX 3HAOreHHbIX aHTUIreHOB BcCAeACTBUE
ero/mx 3KCNo3sMuuMu BO BpPEMSA MOBpPEXAEHUA TKAaHEM U HaYMHaeTcs
npoaykuma IgA aHTUTeN, CNOCOOHbLIX CBA3bIBATLCA € 3NUAEPMAJIbHOMU
TPaHCIrNIIOTaMUHA30MU;

>IgA aHTUTENa K anuaepMaabHON TPaHCIAOTaMUHa3€e pPacnpoCcTPaHAIOTCS
C KpPOBOTOKOM, AOCTUTalOT KOXXU, U CBA3bIBAIOTCA C 3nNuaepManbHOM
TPaHCrAOTaMUHAa30M B COCOYKaX AEepMbl;

> OT/IO)KEHUE MMMYHHbIX KOMIJIEKCOB B COCOYKaX AepMbl CTUMYJUPYET
XeMOTaKCUC HEUTPOPUZIOB, KOTOpbIE BbI3bIBAOT MPOTEOJINTUYECKOE
pacwenieHue 6asasibHOM MeMOpaHbl HA YPOBHE CBET/IOU MNACTUHKM,
npusojsiiee K opMnUpoBaHuto cybanmnaepmManabHbIX NMy3blpen.



KanHn4yeckasa KapTuHa

Ha6baiopaemMmas MHorga MOHOMOPGHOCTb BbiCbIMaHMA MO3BOJIMIA BblAENUTb
pAaa KIMHn4Yeckmnx ¢opm r'Aa:

= GynnesHas;

=" repneconojobHas;
" TPUXOoPUTOUAHAA;
= ctpodynesHas.

3abosieBaHMe XapaKTepusyetcs XpOHUYECKUM peunanBUpPYOLLUM TeYeHUeMm
CO CMEHOM peuuauBoB MnepmoaaMu MeAUKAMEHTO3HbIX WMAN CMOHTAHHbIX
MOJIHbIX pPEeMUCCUN MPOAO/HKUTENIbLHOCTLIO OT HECKOJIbKUX Heaenb Ao
HeCKOJIbKUX sieT. COHTaHHble peMUccun BO3MOXHbI Y 10-25% 60/1bHbIX.

Iona 'l XxapaKTepHbl
" noamMopPpusm,
" rpynnupoBKa  CUMMETPUYHOCTb BbICbIMaHUM.



BbiCcbIMaHUA NOKANN3YIOTCA MPEUMYLLLECTBEHHO

Ha pa3rub6aTesibHbIX MOBEPXHOCTAX KOHEYHOCTEMN,
BOJIOCUCTOMU YaCTU roJI0BbI,

naevyax,

KOJIEHSX,

JNIOKTSIX,

KpecTue,

aroauuax,

vV V V V V VY VY V

COMPOBOXXAAKOTCA 3yAOM.



Cbinb NpeacTaBseHa

d  narHamuy,

O  BoaabipasmMum,

O nanynamwm,

1 ny3bipsaMu pa3aMyHO BEJIMYUHDI.

My3sbipn  Hanpsi)KeHHble, C MJIOTHOM  MOKPbILIKOMN,
HanoJIHEHHble  MNpo3payHbiM WAM  MYTHbIM, WHOrAa
reMopparmyeckum COlEPXKUMDIM, obpasyloTcs Ha
runepeMmpoBaHHOM OTEYHOM OCHOBaHUMU.

lMy3bipn BCKpbIBalOTCA, 0Opa3sys 3po3uu, KoTopblie O6bicTpo
3ANUTENIN3NPYIOTCA, OCTaBAAA runepnurMmeHtaumto. MHorpa
Nopa)KeHne KOXXN HOCUT JIOKAJIM30BaHHbIN XapaKTep.

NMopaXxeHne cansncTtonm 060104KU NOJOCTU pTa HabAOAaeTCSA
peako. O6Lee coctosiHue 601bHbIX YAOBNETBOPUTEJIbHOE




ILUarHocTukKa

OdnarHos oCHOBbIBaeTCA Ha aHaIn3e aHaAMHECTUYECKUX, KIMHUYECKUX U na6opaToprlx AaHHbIX.

Ina nocTaHOBKU AMarHo3a HeobxoaAMMO npoBeAeHue caeayrwmx JabopamopHbix
uccieaoBaHuu:

1 uccnepoBaHue cogep>XMMoro nysbipen Ha 303MHOPUIUIO;

U rucTtonornyeckoe nccnegoBaHne 6umontata KoXkKu, NoJly4eHHOTO U3 CBEXXEro o4yara nopa)keHus,
coAaep)Kaliero nosoctb (Nysbipb) NO3BOASIET BbIABUTb Cy63anuaepMasibHoe pacrosioyKeHue
NnosocTH, coagepxawen puopuH, HeutpoPpuabHbie U 303MHOPU/IbHbIE NEUKOLUTDI;

1 ucchepoBaHme 6Guontata KOXM MeTOAOM nMNpsAMON MMMYHodAOOpPECLEHLMM NO3BOASET
BbISIBUTb 3€PHUCTbIE OTJIOXKEHUS UMMYHOI/106y/IMHa Knacca A B COCOYKOBOM CJ/1I0€ iePMbl;

1 uccnepoBaHue cbIBOPOTKU KpoBU MeToaoM NODA:
0 onpepeneHue coaeprkaHus IgA-aHTUTeN K TKaHEBOWM TPaHCIAlOTaMUHa3e B KPOBMU;

0 onpeaeneHue coaepxkaHus IgA-aHTUTeN K 3HA0MU3UIO B KPOBMU.



Ina oueHKn obLiero coctosHna 60bHOIo U BbiABJIEHUA aCCOLLUMPOBAHHDIX C
'l 3a601€BaHU1 BO3MOXXHO NpoBeAeHune AonoJIHUmeJibHbIX uccieaoBaHuli:

(J 6uoncum TOHKOM KMWIKUM (B peaKux cayyasxX no peKomMeHpaauuu

raCTpoaHTeponora);

d onpepeneHna mapkepos Manbabcopbuumu (ypoBHs Xenesa, BUTaMuHa B12,
donmeBor KNCNOTbI B CbIBOPOTKE KPOBMU);

] cKpuHMHra Ha Apyrme aytTomMMyHble 3a60/1€eBaHUA:

s onpeaeneHue coaepXXaHusi HecneunPuyecknx aHTUTENl B KPOBU: aHTUTEN K
TUpeonepoKkcuaase (o6Hapyxusatotca npubamsutenbHo y 20% 6oabHbix ) M K
napuvetasbHbIM KneTKkaM Xxenyaka (y 10-25% 6onbHbix [[l), aHTUHYK/IeapHbIX aHTUTEN;

** TecTupoBaHue AN BbigBJieHUA 3a6oseBaHMI LUTOBUAHOMN Xenesbl (MccnepoBaHue
YPOBHS TUpeoTponHoro ropmoHa (TTl), obuwero TpunoatTupoHnHa (T3) B KpoBu, obLuero
TUpoKcuHa (T4) B CbIBOPOTKE KPOBMU);

o TUMUUNRADRALILA LA ALUTIUFALLI FIAATACADRMACTIARMACTIA DTANRArFA TARA (LA 1D DOY2 DNOY



AnddepeHumanbHasa AUArHOCTUKA

InddepeHuUanbHy0 AUArHOCTUKY NMPOBOASAT C
e bynnesHoiM nemMmpuronaom,

* BYJIbFrapHOM MNMy3bIpYaTKOMU,

* MHOroopMHOM 3KCCYAATUBHOUN 3PUTEMOMN,



bynnesHbii nemourous Jleeepa otanyaetrcss oT repnetudopMHOro
AepMatuTta

* OTCYTCTBUEM UHTEHCUBHOrO 3Y/Aa,
° rPYNMUPOBKU Ny3blpemn,
* JIOKa/u3auueu BbiCbiNaHUM B CKNaAKax Tena.

[Mpu wuccnepoBaHMM 6OMONTATOB KOXXU OONbHBLIX 6ynnesHoiM neMéurouaom
MeToAOM TMnpssMOoM UMMYHodaroopecueHUuMn BAOAb 6a3asibHOM MeMOpaHbl
BbIABAAIOTCA UMMYHOIN06yuHbI Knacca G.



¢ BYﬂbrapHaﬂ ny3blp4yaTKa. lNepBble BbICbIMAaHUA Yalle BCero nosBAAIOTCA HA CJAU3IUCTbIX

060/104KaXx MNOJIOCTU pTa, HOCA, IMOTKU U/ NN KpacHOM KanMe ryo.

* Bo/IbHbIX 6ecrnoKoaTr 601 Npu nNpuemMe NULLM, pa3rosBope, NMPU NPOrJiatbiBaHUU CJIOHbI.
XapaKrepHbie MPU3HAKU - runepcaamsaums U cneumduyeckuin 3anax mso pra. Yepes 3-12
MecsLeB npoLecc npuobperaeTt 60s1ee pacnpocTpaHeHHbIN XapaKTep C NOPaXKEHUEM KOXXHOrO
nokposa. My3bipu coxXpaHAKTCA HENMPOAO/HKUTENbHOE BpeMs (OT HECKOJIbKMX YacoB A0 CYTOK).
Ha camsuctbix 060s104Kax WX MNOSIBJIEHWE WMHOrAA OCTaeTcd He3aMeYeHHbIM, MOCKOJIbKY
MOKPbILIKK MNy3blipei - TOHKUEe, BbICTPO BCKPbIBAKOTCA, 06pa3sysa A/IMTE/IbHO He3aXKuBalollue
6osie3HeHHble 3po3un. HeKoTopble Ny3bipyu Ha KOXKe MOTYT CCbIXaTbCA B KOPKU. DPpO3nUMU MpwU
BYJIbrapHoOWM My3bipyaTKe 06bIYHO APKO-PO30BOro LiBETa C 61ecTsLLeit BAaXKHON NMOBEPXHOCTLIO,
UMeIoT TeHAEeHLMIO K nepudepuyeckomMy pocTy, BO3MOXHA reHepasmsanmsa KOXXKHoOro npotecca
¢ ¢$opMMpPOBaHUEM OOGLUMPHLIX OYAroB MOPAXKEHUA, YXyALleHUEM OOLLEro CcocTosHUA,
npucoeAuHEeHUEeM BTOPUYHON WHPEKL MU, PasBUTUEM WHTOKCUKALUUU U CMepTesibHbIM
ncxoaomM. OAHUM M3 Haubosiee XapaKTEpPHbIX MPU3HAKOB aKaHTOJIMTUUYECKOM My3bipyaTKu
ABngerca cMMnNToM HUKONBCKOro - KJAMHUYECKOe MNposiBJIeHUE aKaHTo/In3a, KOTOopbi npu
BYJIbrapHOWM My3bipyaTKe MOXKET 6bITb MOJIOXKUTENIbHLIM KaK B oyare rnopa)<eHus, TaKk u B61u1su

o
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Mpu MHOrogopMHoOU 3KccygamuBHOU 3pumeMe Hapagy € NATHaAMU U
narnysiaMmm MOryT BO3HMKAaTb NMYy3blPpbKU, My3blipU, BOAAbIPMU.

Ha camsuctbix o06o0s104Kax o006pa3yroTcs nys3bipu, KOTOpble BCKPbIBAKOTCA C
obpasoBaHMeM 6o0se3HeHHbIX 3po3un. Mo nepudepun naTeH u/UAn oTeYHbIX
nanysa ob6pasyercs oteyHbl BaJIMK, a LEHTP 3JIEMEeHTa, NocTeneHHo 3anajas,
npuobpetaer LMAHOTUYHbINA OTTEHOK (CMMMNTOM «MULUEHU», WU «PaLY>KHOM
000/10YKN », UIn «ObIYbEro rnasa»). Cy6beKTMBHO BbICbINAaHUA
COMPOBOXAAKTCA 3YAOM. BbiCbiMaHMA CKAOHHbI K CAUAHUIO, OOpasys
rMpnsHabl, Ayrn. BoicbinaHua nosiBastotca B tedyeHne 10-15 aHen u Moryt
CONMPOBOXAATLCA YXYJlLleHneM obLero cocTosiHUsA: HeJOMOraHmMeMm, roJlIoBHOM
6osblo, MoOBbllWWEHMEM TeMrnepartypbl. 3aTeM B TeyeHue 2-3 Hepaeslb OHM
NOCTENEHHO perpeccupylor, He OCTaBaAAA pPYyOLOB; Ha UX MecTe MOXeT
HabaAaTbCA NMUTMEHTaLUS.



JleyeHue

Llenu neyeHus:
*** NpeKpalleHue NosABJIEHUS HOBbIX BbICbIMaHUM;
*** 3NUTENN3aLLUSA IPO3UN;
*** LOCTUXKEHME U Noaaep)KaHue peMnUccuum;

*** NOBbILLEHME KayeCcTBa XXU3HU BO/bHbIX.



« OCHOBY Tepanuu cocTaBaseT O6e3r/loTeHoBas [Aueta, NpuBoOAALWLAA K
pa3pelleHn0 KOXXHOro rnpouecca, yCTpaHeHUo 3HTeponaTtum, UcYe3sHOBEHUIO
IgA-aHTUTEN K rMaauHY, 3HA0MU3UIO U TKaHEBOWM TpaHcraoTaMmuHase (C).

* [IpenapatoM BblbOpa Ana neyeHusa 6onbHbIX [l ABAseTca AancoH. Tepanus
NarcoHOM TpebyeT TLLaTe/IbHOrO J1abopaTOPHOro KOHTPOJaS, OCOOEHHO
dYHKUMMN neyeHU U noyvyeK. BO3MOXXHO pa3BuTne cepbesHbIX MNOO6OYHbIX
adpPeKToB, 0COOEHHO reMosin3a. MoXKeT Tak)XXe pasBUTLCA TAXKEJbIA CUHAPOM
rmnepyYyBCTBUTE/IbHOCTHU

 Jl1ancoH - Npo/IMBOJIENPO3HOE CPEACTBO rpynmnbl Cy/ibpOHOB



Ilueta

* U3 paumoHa A0/KHbI 6bITb MOAHOCTLIO YCTPaHEHbI MLUEHULLA, SYMEHb, POXKb, OBEC U ApYyrue
3/1aKMU.

* TakK)Ke Heo6XoAMMO MUCKIIUYUTL NMPOAYKTbI, coaep)alwime nop (npoayktel Mopsa, denxoa,
XypMma u ap.).

* be3rnoTeHoBasAs AueTa MNPUBOAMUT K perpeccy BbiCcbiNaHu 4epe3 1-2 roaa, OAHAKO
repnetudopMHbIN  AlepMaTUT HEU3MEHHO peLuauBupyeT B TeuyeHue 12 Hepenb nocne
NOBTOPHOrO NMOCTYMJIEHUSA FNIIOTEHA C NMULLEN, B CBA3U C YEM MaALMEHTbl AO/KHbI MOXXU3HEHHO
npuaep>XmBatbcsa amuetbl. TonbkKo Y 10-20% 60/bHbIX pa3BMBaeTcd UMMYHHas TOJIEPAHTHOCTD,
U NOSABASAIETCA BO3MOXXHOCTb NPUAEPXKMBATLCA O6bIYHOM AMeTbl NOc/e HECKOJIbKUX JIET CTPOromn
6e3rnTeHOBOM AueTbl; 3T0 HanboJsiee YacTo HabaopgaeTca B cayvyasx Hauyasna 3a6oseBaHus B
JLeTCKOM BO3pacTe U Y NaLueHTOB, NOJIy4YaBLUUX AaMCOH.

e Crporoe cobaogeHue 6e3raoTeHoBOM AUeTbl B TeYeHUe AJIMTE/IbHOro BpEMEHU NpuBoaUT K
YMEHbLUEHUIO MOTPEOHOCTU B NIEKAPCTBAX, CHMKEHUIO PUCKA PasBUTUA TIMMPOM KULLEYHUKA,
pa3peLleHUI0 KOXXHbIX BbICbIMaHUM U CUMNTOMOB 3HTEponaTtuu/mManbabcopbuum.



[Ty3bIp4yaTKa

[Ty3bIp4yaTKa (neMdmryc) - 3JI0KayecTBeHHoe 3aboseBaHue ¢
obpasoBaHMEeM Ha HeBOCMaJeHHbIX KO)Xe U CAUSUCTBIX 000a04YKax
nysbipen B pe3ysbTaTe aKaHTO/M3a, pacnpocTpaHAalowmxca 6es

aleKBaTHOro Jie4yeHUs1 Ha BeCb KOXXHblIM MOKPOB, YTO MNMPUBOAUT K
cMepTu 60/1bHOrO.



ITUONOrUSA U nNatoreHes

* dmuoJsiorus ny3bipyamku Ao cux rnop He ycmaHoBsieHd. CylecTByeT psaa TeOpUn -
BUPYCHOro, 6aKrepuanibHOro, 3HAOKPUHHOIO, HEBPOreHHOro, 3H3MMHOrO,
TOKCUYECKOro, HacaeACTBEHHOIo MNMPOUCXOXXAEHUA, a TaKXKXe Teopus 3afep)KKu
conen. Haubonee pacnpocTtpaHeHa Ha CerogHsALLHMA JAEeHb— Teopus
AayTOMMMYHHOrO reHe3a nys3bipyaTKu.

* AyYTOUMMYHHasi Teopusi OCHOBbIBAeTCA Ha OOHapy)XeHMUM B KPOBU O6ONbHbIX
Ny3bIpYyaTKON LUPKYIMPYIOLLMX aHTUTeN Tuna IgG, KoTopble MMeloT pPoACTBO C
MEeXXKJ/IETOYHbIM BELEeCTBOM LUMMOBATOro CJ/I08 3NuaepMuca , KOJIMYEeCTBO
aHTUTEN 3aBUCUT OT TAXKecTn 3aboseBaHus.

* B papy ycnoBui pasButusa 3ab60sieBaHUS MMeeT MeCTO TaKXXe 3HayeHue
noBpeXXeHus CIM3UCTON 060/104KU, SIMOLLMOHA/IbHASA TpaBMa, USMEHEHUS KPOBMU.



TeyeHne NCTUHHOMU NY3bIPYaATKU:
* XpOHUYecKoe,

* nopocTpoe,

* OCTpoe

Xapakrepusyercs CTaAMUHOCTbIO - nNepuopbl BbicbinaHuii (o6ocTpeHus)
yepeAayroTcs C nepuoaamMu peMnUccuin.



| $asza MUCTUHHOM nNy3bIPpYATKU — HAYaAJIbHAA, WIW MNpeplliecTBylolLas O6OCTPEHUIO - XapaKTepusyertcs
nosssieHnemM Ha COIP /I0KaAM30BaHHbIX OAMHOYHbIX WM MHOXXECTBEHHbIX HE6GO/IbLUMX 3PO3Uin, KOTopblie
6bIcTpO anuTenusupyrotca. CuMnToM HUKONILCKOro NONOXKUTEJIbHbIA, HO MOXXET U He MNposBuUTbca. Obluee
CaMoYyBCTBME 60/IbHBbIX Ya0oBAeTBopuTesibHoe. HayanbHasa ¢asa cyliecTByeT OT HECKOJIbKUX AHEN A0 MHOIMxX
HeZie/lb U fLaXKe JIeT, MOKa He HacTynuT reHepanusauus 3abonesaHus (oboctpeHue).

Il pasa — obocmpeHue — XapaKtepusyercsa nosiBJieHueM 6osiee KpyrnHbiX U 60/1€ee MHOXXeCTBEHHbIX 3pO3UM,
KOTOpble Y4acTO C/AMBAKOTCA Mexay cob6on. lMopakeHHble y4YacTKM MMerT OOLMPHYH, HaNnOMMHAIOLLYIO
06BapeHHYyl0, 3pO3MBHYI0 NMOBEPXHOCTb SIPKO-KPACHOro LBeTa WM C CUHIOLWHbIM OMEHKOM, MOKPbITYIO, KaK
npasuao, Gu6pMHO3HbIM cepoBaTo-6esbiM HanetoM. COIMNP BOKpyr 3TMX 3po3unn apeaktuBHa. CaMoyYyyBCcTBUE
6O0/IbHbIX YXYALLUAETCA: CHMXKAETCA anneTuT, NOoABAAITCA 6eCCOHHMLUA, IMXopaaKa, ABJE€HUA UHTOKCUKAaL UMW,
NOHOCHI, MPUCOeANHAETCA MHEBMOHUSA, KOTOpas ele 6osee oTArow,aet coctosHme 60/bHOro.

Il pa3a MoxKet paspeluntbca ABOAKO: a) nepexoaoM B lll dasy — npeMMyllecTBEHHON 3/IMTeNN3aLMn, Koraa
HacTynaetr peMuccus NMpPoAO/HKUTE/IbHOCTbIO OT HECKONIbKUX AHel A0 HECKOJIbKMX MecsueB, Uau e 6)
NporpeccupyloiuM pa3sBuTMEM 60a€3HEHHbIX ABJIEHUN, AaXKe HECMOTPS Ha COBpeMeHHble MEeTOobl JIieYeHus,
BMJIOTb /10 KaXeKCUM.

B Ill pase — npenmyliecTtBEHHON 3numesiu3aluu - Ny3bipyu He AOCTUraloT OOJIbLUMX pa3MepoB, a 3po3umn
6bICTpO 3nuTenusupyrotcsa. Obuiee caMmovyBcTBUE OOJIbHBLIX Yay4llaeTcs, U KIMHUYECKUE MPOSABEHUA MOTYT
NOJIHOCTbIO MUcCYe3HYTb. OAHAaKO BCKOpe HacTynaeT YyXyjlleHUe KJAMHUYECKOro TtevyeHus, un d¢Pasa
npenMyLLecTBEHHOM aNUTEeNU3aLMn NocTeneHHo nepexoaut B ¢asy ob6ocTpeHus.



laTorucronorus:

* B OCHOBe MaTo/JIOrMYecKoro npouecca fnpu nysbipyaTke JeXXUT dKAHMOJIU3 — HapylueHue CBA3M
KJNEeTOK LUMMNOBAaTOro0 CJIoAd B pe3yabTaTe HapyLUeHUs KOMIMJIeKca [JeCMOCOMbl —
moHodusiaMmeHmbl, B pe3yabTaTe 4Yero o6pas3yloTcad aKaHTOJIMTUYECKUE KJETKU; OTeK,
ncYesHoBeHUEe MEeXXKJ1IETOYHbIX MOCTUKOB B HUXXHUX PAAaX LLIMMOBATOro CJ10A.

* dnutenuanbHble KAETKUW, B OCHOBHOM - LUUMOBATOrO C/I0d, BCAEACTBUE aKaHTOJIM3a JIErko
OTAeNsaTCca ApPYr oT Apyra.

* O6pa3yercsa BHYTPU3INUTENNAJIbHbIN NY3bIPb.




BynbrapHas nysbipyatka (pemphigus vulgaris)




Hapb6asanbHbin aKaHToO/IN3 (o

BynbrapHas nysbipyaTKa.
aKaHTOJIMYECKUMMU K/IETKaMM.









nrTepanmu

¢oHe KOPTUKOCTEPOUAHOM

M Ha

3NUTEeNIN3aLUsA 3PO3HU

BynbrapHas nysbip4yartKa



[MepBUYHbIN MOPPOSIOTUMYECKUNU I1IEMEHT - nMy3bipb C TOHKOM TMOKPbILUKOMN,
BHayaJsie HanpsiXeHHbIX, a 3aTeM, BSAJbIA, C APSAOGIOM MOKPLIWKON U ObICTPO
BCKPbIBaOLLUUCA.




KAnHnyecKaa KapTuHa:

Y 6oablIMHCTBA 60/IbHbIX OOpa3oBaHUE Ny3bipen OTMEYaeTcs Ha C/AU3UCTOMU
0060/104Ke U KpacHOM KanMe ryb, pexxe - Ha C/IM3UCTOU ropTaHKn, 3afiHEU CTEeHKe
rMOTKKN, TpaxeMm, Hoca, NoJIOBbIX OpraHoB, rectum.

N3nrob1eHHaa noKaausauus Ha causucmabix 060/104Kax noJsocmu pma:

can3uctas 060104Ka LIEK, 0COOEHHO €€ HMXXHUE OTAeNIbl B PEeTPOMONIAPHOMU
obnactu,

60KOBasi NOBEPXHOCTb A3bIKa,
3€eB,
TBEpAOE U MArTKoe HEDO,

noabA3bIYHaAsA 06/acCTb.



KnuHu4yecKue ocobeHHocmu nopa)keHus causucmou
060J104KU:

Ha cansucron 060104Ke NoAOCTU pTa OOHApPYXMBaKOTCA 601€3HEHHbIE KPYrJ/ible Uan OoBaJibHble 3p0o3umn
Ha He Bocna/iuTesIbHOM ¢OHe.

MoBepXHOCTb 3p03Uii rNAHLLEBasA KpacHasA UM UMeET «CaJibHbIN» BUA,.

Mpu coxpaHeHUWM NOKPLIWKKM Ny3blps CO3AaEeTCA BMNe4vaT/ieHMe cepoBaTo-6esoro Hanéra, ferko
CHMMaloLLerocs LWnaTtesemM M o6HaXKaloLero pKo-KpacHy 3p03UBHYIO MOBEPXHOCTb.

Mo nepudepun aposnin - 6enosartble 06PbIBKU NOKPLILLKK MY3bIPS.

[TosiBIeHUE TOHKOCTEHHbIX My3blper Ha C/IM3UCTON 060JI0MKE pTa CONPOBOXKAAETCA 60/Ie3HEHHOCTLIO,
runepcajmBalmein, HEBO3MOXXHOCTbIO HOPMAaJIbHO pa3)eBbiBaTb W [IoTaTb Nully, MNPOBOAUTb
rMrueHnYecKyro oopaboTky pra.

Ha noBepxHOCTU 3po3uii 6bicTpo nosBaATcd GUOPUHO3HO-THOMHbIE HaNETbl, CONPOBOXXAAIOLLLMECS
3/IOBOHHbIM 3aMaxoM.

Mpu nopakeHuu KpacHOM KaMbl ryd spo3um NOKpbIBaKOTCA THOMHO-KPOBAHUCTbIMU KOPKaMU.
Mpu nopa>keHuu roptaHn HabaKogaeTcs OXpUNIoCTb rosioca.

Mpu nopakeHun camsmcTon 060/1I0MKM HOCa, MOAChIXaloLMe B KOPKU My3bipU, 3aTPYAHAIOT AblXaHUe,
TPaBMUPYIOT CIMZUCTYIO U MOTYT MPUBOAUTL K HOCOBbIM KPOBOTEYEHUSIM.



[TaTOrHOMOHMYHbIE CUMITOMbI BYJIbFapHOM NY3bIpYaTKU, NOATBEPXKAatoLmne
AKaAHTOJIMTUYECKUMN MEeXaHN3M 06pa3oBaHUSA Ny3blps:

CumnmoM HUKOJIbCKOro Ha BUAUMO HEMOPaXXEHHOM KOXXe - MpPU CKob3dleM AaBaeHun (TpeHuwm)
nanbLeM B 30He BUAMMO He U3MEHEHHOM KOXXu BO6AM3N oyara NMopakeHus M B OTAANIEHMU NOA,
nasblleM cABUraeTca BepxXHu cnor snutennsa (Kak 6bl cocKasb3biBaeT) B BUAE TOHKOWM NNEHKM,
ob6pasys 3po3uio.

KpaeBoli cuMmnmoM HuKo/ibCKOro - npu noTArMBaHUM MUHLETOM 32 O6GpbIBKU Ny3bips Npoucxoaut
KpaeBas OTC/IOlMKa anuTenus 3a npegenbl BUAUMbBIX rpaHuUL, Ny3bips He 6onee 5 MM.

Cumnmom Acbo-XaH3eHa - npu p[aBA€HUU MNajbLEM WU MOKPOBHbIM CTEK/IOM CBEpXy Ha He
BCKPbIBLUMMACA NY3blpb, MNJIOWAaAb €ro YBe/aIMYmBaetTcs no nepudpepum 3a cyet AaBjeHUA COAEPKUMOIo
ny3bipA. 3TOT CUMIMTOM MOXKET ObITb MOJIOXKUTENIbHLIM U NMpuU neMmouronaax (HeakaHTONUTUYECKUX
Ny3bIpHbIX AepMaTto3ax) 3a cyeT nepudoKasbHOMU OTC/IONKU 3NUAepMMUca BO3pacTaloLMM AaBJIeHUEM
Ny3bIPHOro COAEeP>XUMOro B KpaeBOM 30He.

®eHoMeH «rpywu» (cumntom Leknakosa H.A., 1961 r) - ysennueHue naowaam nysbips B OCHOBaHUM
3a CYeT MacCMBHOrO [AaBJIEHUS CKOMUBLLUEUCA B HEM XXUAKOCTU, MPU 3TOM MNy3blpb npuobpertaer

rpyieBugHyro popmy.



CuMnToM HUKOILCKOIro Nno1oXXUTEeNbHbIN.



BynbrapHas  nysblpyaTKa. Jpo3vMuM M
OOGpbLIBKM  MOKPbIWEK  Nysbipeii  Ha BynbrapHas  mysbipyatka.  3posum,

C/IU3NCTON S3bIKa. 06pPbIBKM NOKpbILEK My3biper U KOPKU
Ha cAn3ucTtom 0060J1I0MKE U KpaCHOMU
KaMe BepXHeun ryobl u KoXxe auvua.



BynbrapHasa ny3bipyaTtka. [ly3bipb Ha TBepAoM Hebe



My3bipyaTtKa. JleckBaMaTUBHbIN TMHTUBMT.



My3bipyaTKa. JleckBaMaTUBHbIA TMHITUBMUT.



NMopaXxeHue cAM3UCTOU NMOJIOCTU pTa NPU BYJiIbrapHOU Nny3blpyaTKe.



3po3us Ha AecHe Npu BYJIbFapHOM Ny3bipyaTKe.






BynbrapHas nysbip4yaTtkKa.
[My3bipu Ha KOXKe.




ILuarHocTuka:

1. LUutonornyeckuit M™Mertoa, AMaArHOCTMKM (no
TuaHKy):

* MonyyeHne MasKoOB OTMEYATKOB CO AHA CBEXMX 3PO3UN Ha
KO)XXe C WUCMNOJIb30OBaHMEM CYXUX OOE3)XKUPEHHbIX CNUPTOM
CTEKOJ1, KOTOopble MJIOTHO MPUKAAAbIBAlOT K MOBEPXHOCTU
3po3UnMn.

 OnocpepoBaHHbIM €CNOCO6 - NYTEM MArKOro rparraxa
NOBEPXHOCTU 3PO3UN HA CAU3IUCTBIX O0OOJSI0UKAX TynbiM
lwinarenemM uan  noxxkon  DosbKMaHa, UCKJII04as
TpaBMUpoOBaHUE MoBepxHOCTU. [lonyyeHHbIM MaTepuan
AKKYpPaTHO HAHOCAT Ha NpeaMeTHoOe CTEKJI0 B BUAe Maska,
KOTOpPbIM MNOACYLUMBAKOT M OKpaLUMBAOT NO MeToAyY
PomaHoBcKoro-f'mmsa. lNMpn MHUKpOCKONUU roTOBbIX Ma3KoB
OOHapPY)>XNBAKOT aKaHTONIUTUYECKUE KNIETKM.




2. TucTonornyecknin MeToa, uUccnefoBaHUSA - npeaycMaTpuBaeT 6MONCUIO CBEXKErO My3bips UM
ero KpaeBoﬁ 30Hbl C 3aXBaTOM BUAUMO HE I'IOpa)KeHHOﬁ KOXXMU.

3. UMMyHOMoOpdonormyeckme nccaeaoBaHus:

* Metop npsamMoit uMmMyHodatoopecueHuun (MAD) - BoiseaeHue IgG U KoMNieMeHTa B ME@XKIETOYHbIX
NPOCTPaHCTBaX aNnaepMmmca B Buae 3eJ1eHoOBaToro CBe4yeHus.

 MeTtog, HenpsaMon uMMyHodaoopecueHuun (PHU®) - BbisBNeHUE B KPOBU U XKUAKOCTU MNy3bips
BbICOKUX TUTpOB ayToaHTuTen (IgG) Kk 6enkam A1 v Ar3.

* Bbicota TUTpoB aytoaHTuten (IgG) K 6enkam A1 u Ar3 npsamMo KoppeaupyeT C TAXKeCTblo TeyeHus
ny3bIpYaTKU.




Beretupytowas nysbipyatka (pemphigus
vegetans).




aTorucronorus:

* Pe3Ko YyAJIMHAIOTCA COCOYKM JAepMbl, BAAIOLWIMECS B MNPOCBET My3bipsA, U OTMevaeTcss nponaudepauus KIeToK
3NMUTENNAJIbHbIX TSHKEN.

* B ob6bnactm BeppyKoO3HbIX BeretauuMii — aKaHTo3, ManWIoMaTo3 C BNYTpUINUAepMaabHbiIMU abcueccamuy,
coZiep>aluMmn 303MHOPU/IbHbIE FPaHY/IOLUTDI.

 Hannume 3TMX abcueccoB XapaKTepHO ANA Beretupylowen nysbipyaTKU. B crapbiX Beretaumsx O6GHapy)XMBaloT
nNanu/iJIoMaTos U rMnepKepaTos ¢ He60/1bLLIMM YUCOM 303UHOPUABLHDBIX FPaHY/IOLUTOB UK 6€3 HUX.

AKaHTO3 C NceBA03NUTE/IMOMATO3HOM
rmnepnaasmen.

AKaHTOIMTUYECKUI NY3bIpb

3anoJIHeH 60bLIUM YncI0M
303UHOPUBHbIX rpaHy/0LUTOB
(mokasaHo cTpenkoin).




KnanHuka:

OcCMOTp NOA0CTU pTa:

* My3bipu 60see MenKUe, YeM MpPU BYJAbrapHoOM ny3bipyaTKe, Nocsie HapylleHUs MUX
NOKpbIlLEeK 06pa3yloTca 3p0o3un, NOKPbITble rPA3HO-CEPbIM HAJIETOM.

IHO 3po3ui BbLIMNAAUT HEPOBHbIM KU3-3a ObICTPOro o6pasoBaHMA paspacTaHUM
(Beretauum), KoTopble Ierko KpoBoTou4ar.

Beretaunm sBHO BO3BbILLAIOTCA Ha[J HenopaeHHbIMU y4yaCcTKaMun, AOCTUrasl BbiCOTbI
1-2 cm.

Ouaru nerko cJiMBaloTCs MeXxay cobom.

Mo nepudepnmn obpasyroTcs HOBbIE NY3bIPM.

B yrnax pra o6pasytorcs 60s1€3HeHHble KpoBOTOYaLlMe TPeLLUHbI.

CuMmnToM HUKONLCKOIro Nnos1IoXXUTENbHbIN.

[Mocne anutenusaLmm BbicbiNaHUA OCTaeTCsa NUrMeHTaLMa TeMHO-6yporo LBerTa.



ILuarHocTuka:

1. LlMUTONATONOrM4ECKUN MeTOo,:

Ob6Hapy)XeHne aKaHTOJINTUYECKUX KNIeTOK U 303MHOPUIOB B Ma3KaxX OTneYyaTKax co AHa
CBEXXUX 3PO3UMN.

* 2. Tncronatosiormyeckue MetToabl:
B 3aBUCMMOCTHU OT TUMNa NnporpeccnpoBaHus.

* 3. UMMyHOIOrU4YecKue MemodJabl:
NMNO® - cynpabasasbHO 0O6Hapy)XuBaloTcA oTnoXKeHus IgG n KoMmnaemeHra.

PHN® - o6Hapy)XeHue BbICOKMX TUTPOB aytoaHTuten (lIgG) K 6enkamMm pgecMocoMm -
NJAKTOr/I06MHY U AeCMOrIenHy-3.
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JiuctoBnaHas nysbipyatka (pemphigus
foliaceus)




AKaHTOIM3 B 0621aCTU 3€PHUCTOrO €105 ANMAepMuca ¢ obpasosaHMemM
CyOKOpHeasibHOro nysbips.






' UcTOonaTosornyecKas KaptTmHa ﬂMCTOBMAHOﬁ NYy3blIPYaTKMU.

* Haanume BHYTpUM3INUAEPMAJZbHbIX LeNAeiA U MOBEPXHOCTHbIX Ny3blpeM,
JIOKaJIU3YIOLWMXCA NOA 3€PHUCTBIM WU POrOBbIM CJI0EM 3NUAepMUCca.

B cTapbiXx o4yarax - runepkeparos, napakeparos, AereHepaTuBHble U3MEHEHUS B
3€PHUCTOM CJI0€ - aKAHTOJIU3 U [JUCKEPATO3 3€PHUCTbIX KJIETOK (HarnoMUHaKOLWMX
«3epHa» npu 6one3Hu Jlapbe) - MNAaTOrHOMOHWUYHbIN MPU3HAK JIMCTOBUAHOM
Nny3bIpYaTKMU.

B nepMe - ymMepeHHas BocnaautesabHas MHPUAbTPaALUA BEPXHUX €€ c/10eB, UHOrAa
CO 3HaYnUTEeJIbHOMN NPUMeECbIo 303UHOPUNOB.



KAnHukKa:

Cansucrble 060/104KN 06bIYHO He NMnopPaxakoTcCAl.
TunnyHaa noKanansauusa - BOJIOCUCTAA YacTb roa0BbI, INL0, TPYyAb, CMUHA.

Ha HeuM3sMeHeHHOM uau cnabo rMnepeMuMpoBaHHON KOXXe BO3HUKAIOT MJIOCKUe, ApA6able Bsasble My3bipU C
MOPLLMHUCTOM NOKPbILLKOM, 6bICTPO TpaHCPOpMUPYIOLLMECH B CIUTbIE YELLYAKO-KOPKMU.

B cKnaKax KOXXM 3p03mMmM YaCTUYHO MOKPbITbl MaL,EPUPOBAHHBLIM 3NMUAEPMUCOM, OTAENAIOT KNENKUN SKCCyaaT
C HENPUATHBLIM 3anaxoM (3a cuer pa3BuUTUA 6aKTepuasbHON U APOXIKEBON GOPbI).

Ha MecTe o6pa3oBaHHbIX NpeXae 3po3uii Noj, YellymMKO-KOpKaMu BHOBb MOSIBASAIOTCA NOBEPXHOCTbIE My3bipuU
CO CKYAHbIM COAEPXXUMbLIM, YTO MPUBOAUT K OOpa3OBaHMUIO HAC/JOEHUA B BUAE YKENTOBATO-KOPUYHEBbIX
YyellyMKO-KOPOK, HanOMUHAaIOLWMUX C/IOEHOE TECTO UJIN CNPECCOBaHHbIE IUCTbS.

CuMmnToM HMKONBLCKOro pe3Ko BbipaXXeH B oyare u B6/M3M OT Hero.

Oyarm nopa)keHusi CKNOHHbl K nepudepuyeckoMy pocTy U CAUSHUIO BIJIOTb A0 PasBUTUS BTOPUYHOM
3KcPONMaTUBHOM S3pUTPOAEPMUMN.

Ko>xa npu akchponmatuBHOM 3puUTpoaEPMUN TEMHO-KPaACHas, NOABAIOTCA TPELWMHbI U MOKHYTUE B CK1aJKaxX U
061aCTU CYyCTaBOB.

Cy6BbeKTUBHO OOJIbHbIX 6ECMOKOUT MNOCTOSAHHOE MOKeHue, 3yA, 60sb B 06a1acTM nopa)keHus, 356KOCTb,
yXyLlleHune obLiero coctosHus, MxopagKa.

Mo Mepe nporpeccupoBaHUss BTOPUYHOU 3KCPHOJSIMATUBHOMU 3PUTPOAEPMUM HapacTaeT €/1aboCcTb, KaxeKcus,
oTMeyaeTtca AucTpodus BoJOC U HOTTEN.



ILuarHocTuka:

1. Untonornyeckue:

OOHapy)XeHue aKaHTOJIMTUYECKUX KAEeTOK neMduryca B MasKax oTrnevyaTkax co
AHa CBEXXUX 3pO3UMN.

2. UMMyHOMoOpdonoruyeckmne

[MM® n PHNO - o6GHapyxXeHue ceteBUAHO (PUKCUMPOBAHHDLIX AYTOAHTUTEN B
MEXXKJIETOYHbIX MPOCTPaHCTBAX 3nuaepMuca (aHaNOrMYHO  BYJIbrapHOM
nysbipyaTke)



CebopeitHas (aputemaTo3sHas) ny3bipyaTKa
(pemphigus erythematosus).




'McTonornyeckas KaptmHa cebopemHomn nysbipYyaTKu:

* 13-3a BbICOKOro YpPOBHS aKaHTO/M3a KneTKku TuaHKa He Bceraa Moryt ObiTb
OGHapYy)XeHbl.

 CybKopHea/sibHO U NOJA, 3€PHUCTLIM CJIOEM - LLEIN U NJIOCKUE NY3bIPU, BaKyoJibHas
nereHepaumsa  6asanuouuToB; yTo/illeHne 6asanbHOM  MeMOpaHbl U
GONNUKYNAPHDBIN TMNEepKepaTos.

B nepMe - paclumpeHue Kanuansapos n nepuBacKyasspHble IMM@OrncTuoLmnTapHble
UHPUNBLTPATLI.

B 30He 6asanbHOM MeMOpaHbl - daropecuupyrowime aHTuTena Buae
NOJIOCOBUAHbIX FTOMOr€HHbIX OT/IOXKEHUM .



KnanHuka:

 HaunHaeTcsa ¢ nopakeHusa avua Wan BOJIOCUCTOM YacTU ToJIoBbl C MOCAEAYIOWUM
pacnpocTpaHeHUEM Ha rpyAb, MeXXJIONaTo4yHylo 061acTb, KpynHbie CKAaAKU U apyrue
YYaCTKM KOXKHOTO NMOKpPOBa.

e Chusuctble 060/10MKM U KOHDBIOHKTMBA [/1a3 BOBJIeKaloTcA peako. [lepsble
nposeaeHnsa Ha COMNP mMoryt 6bITb € AUHCTBEHHBIMU CUMITOMaMU 3aboseBaHUA Ha
NpoTsSXXeHUn Hepenb, MecsueB U Aaxke seT. Yaule nopaxkeHusa aokanmsyrrtca Ha CO
leK, Heba, rNoTKuU, a3blKa, ryb.

* [lepBOHa4yasibHble BbICbINaHUA MNpPeAcTaB/IeHbl PO30BO-KPaCHOro LBeTta o6nadwKamMum
AUAMETPOM OT 2 A0 5 cM, C YeTKUMU FpaHULLAMU, OKPYI/IbIMU U HeNnpaBuUJIbHbIMU
ouyeptaHnaMu. MIX noBepxHOCTb MOXKeT ObITb MOKpbITa 6enbiMU, CYXMMU, NNOTHO
CUAALLMMN  UAN  XKUPHBIMU  XKENTOBATO-KOPUYHEBLIMU YellyMKaMM, KOpPKaMMU;
CXOACTBO C OMaraMu 3puTeMaTtosa YCUJIMBaAETCA NpU JIOKaan3saLmm npoilecca Ha Hocy
U LWeKaxX B BUAe 6abo4YKn uam Ha BOJIOCUCTOM YacCTU roJ10Bbl.



K/AIMHUKA

LleHTpanbHasa 4acTb nanys, ocobeHHO OnswWeK, HepeaKo 3anapaer, a
nepudepnyecKkas okamMmseHa 6axpoMKoun oTcaauBaloLLLerocs anuaepmumca.

Co BpeMeHeM NoABAAIOTCS Ny3bIpy.

CebopeitHasa ny3bipyaTKa MOXKeT TpaHCOPMUPOBATLCA B BYJbrapHyl WU
JIMCTOBUAHYIO NY3bIpYaTKy.

CuMnToM HUKONILCKOIro NMoJIOXKUTENbHbIN.

dputemMmaTto3Has  ny3bipyaTka MNpoTeKaeT [AJIMTE/IbHO, CPaBHUTENbHO
No6poKayeCcTBEHHO.






ILuarHocTtuka:

1. Humonoru4yeckue Kpumepuu:

e OGHapy)XeHue AUCKEPATOTUYECKNX KEPAaTUHOLUTOB U IEUKOLUTOB B Ma3Kax-oTneyaTtKax
CO AHA CBEXXUX 3PO3UM;

* M3-32 BbICOKOIo YPOBHS aKaHTO/IU3a C TPY,A,0M OGHapYy)>XMBalOTCA KNeTKU TLaHKa.

2. UMMyHo/10ru4yeckue Kpumepuu:

* MN® - ¢duxKcupoBaHHble (TOMOreHHO, MOJIOCOBUAHO) 3HTUINUTENINAJIbHbIE aHTUTeNa
knacca IgG n C3 - KoMniemMeHTa B 30He 6a3asibHOM MeMOpaHbl cyb63annaepmManbHO
(pe3synbTat aHasI0rMYeH TaKoBOMY NMpPU AUCKOUAHON KPacHOM BOJIYaHKe);

* PHA® BbisiBASIET BbICOKUE TUTPbI aHTUTEN Knacca IgG npoTuB aHTUreHHbIX KOMIMOHEHTOB
MEXXKJIETOYHOM Ccy6CcTaHUMM 3nuaepMuca U aHTUAgepHble aHtutena (aHanornyHo
CUCTEMHOMI KpacHOWM BOJI4YaHKe).



Ob6Llee neyeHme
(npoBoauTCs
JlEpMaToJIorom,
3HJI0KPUHOI0rOM)
NpoTMBOBOCHNA-
NUTeNbHblE
cpeacTBa

npoduiaKkTUYeCcKune
cpeacTtsa

[ NFOKOKOPTUKOCTE-
pouabl (NpeaHMso-

JIOH,

TpUaMUUHO-

JIOH, ,El,eKcaMETa3OH)

LluTocTtatnkmn

lMpenapatsbl

Kanus,

aCKo p6|4 HOBaAd KHUCJ10Ta

AHabonnyeckue

FOPMOHDI

M npenaparbl Kaabuu4, (o

3—4-ro
TUPOKANbLUTOHMH

Mecsua

JleyeHue:

MpeaHW3anoH B yAapHbIX
Jl03ax B 3aBUCMMOCTU OT

COCTOSIHUS 60NBHOrO OT

50—80 wr/cyt, TpuaMum-HonoH no 40—80
Mr/cyT, paekcametasoH no 8—10 wMr/cyt pno
NPEKpPaLWEHMS BbICbIMAHUMA U MOYTU MOJIHOM
3NUTENN3ALUUM 3PO3UIA. YMEHbLLUEHNE CYTOYHOM
[03bl FTOPMOHa MeA/lIeHHOe, CHayasna Ha 5 mr
yepes Kaxpable 5 aHen. CyTouyHyio A03y
YMEHbLUAOT A0 Tex Mop, MNoKa He Oyaer
onpeneneHa MMHUMaNbHag [03a, MPU KOTOPOM

He OyayT NMosBAATLCA CBEXUE BbICbINMaHMA
(noppepxuBatoLlas [03a). JTa nosa
r/IIOKOKOPTUKOCTEPOMAA 00ObIYHO coOCTaBAgET
10—15 mr

MeTtoTtpekcat 35—50 ™Mr 1 pa3 B Heaeno
OHOBPEMEHHO C npuemMom
rHOKOKOPTUKOCTEPOM 0B B Havane ieyeHus

Xnopupa Kanusa (auetat Kanusa,  NakTaT Kaaus,
opoTaT Kanus) no 2—3 r B J€Hb.
Ackop6uHOBasi Kucnota B 6osbwnx gosax (1—3
r/cyT)

Mo cxeme

MpoTMBOBOCNANNTENBH
oe n
NpPOTUBOANIEPTUYECKO
e Jencreue
Mpodunnaktrka
OCJIOXKHEHUI npwu
npueMe 60/blUMX 03
npeaHM30/I0Ha
Mpodunnaktnka
oCTeornoposa

BbipaxkeHHOe NPOTUBOBOCIAJIUTE/IbHOE
JJ,EVICTBME, CHM>XXeHune NMPOHNLAEMOCTU
KanmanapoB W KJETOK, YMEHbLIEHUE OTEKa,
BCacCbiBaHUA TOKCUYHbLIX BELWLECTB W3 O4ara

BOCMNa/IeHNs, BbIPaXEHHOE aHTUTMCTaMUHHOE
Jencreume. Yruertatot aKTMBHOCTb
rManypoHuaasbl, TOPMO3AT CUHTE3

npocTarfaHAuHOB, CTabUAU3MPYIOT MeMbpaHy
JIN30COM, COKpawalT W ociabnawT  ¢asy
anbTepauumn, NnoaaBastoT AMMPONoI3

YrHetatot WHAYLUMPOBAHHbIE AHTUTEHOM
KoonepaTuBHble peakumnm UMMYHHbIX
KNEeTOK, nposimdepaunto  AMMPOLUTOB, CUHTES
aHTUTEN

[lonosHUTENbBHOE  BBEAEHWE  Kaausi  BO
nsbexkaHue rmnokameMmm
MNoHbI KaJibLns HeobXoANMbI ans

dopMMUpPOBaHNA KOCTHOM TKaHU



MectHoe nievyeHue

o0be360/1MBaHUE

NpPOTEOIUTUYECKMNE
depMEHTbI

AHTUCENTUKN

[JIFOKOKOPT MKOCTEPOUbI

CaHauus nosioctn
pTa

5% Ma3b NUpoMeKauHa,

2%
pacTeop

TpUNCUH, XUMOMNCUH
n ap.

lMepekucb Bogopoaa
0,5—1% pactBOD,
xnoprekcmauH 0,06%
pacTBop

0,5% npeaHM30/10HOBasA Masb

JleyeHne Kapro3HbIX
3y60B, neyeHue

TpUMeKanH Annavkaumm Ha 3—5
MWH., pPOTOBble BAHHOYKU

Annankaumu Ha
oyar rnopaxkeHus Ha
5—10 MUH.

PoToBble BaHHOYKU

Annankauymu

Mo o6WwenpuHATLIM
3a60/1€BaHUI  METoAMKaM

nap/loHTa, OC/IOXKHEHMI Kapueca

YMeHbLUUTb 6one-
Bbl€ OLLYLLEHUS

JIN31C HEKPOTUYECKMX MacC U UX
yhanenue

YcTpaHuTb MM 0cnabuTb
BTOPUYHOM
NOBPEXAEHHYIO
060/104Ky pTa, YMEHbLWUTb UK
NpPeKpaTUTb KPOBOTO4YMBOCTb
3pO3UN, YCTPaHUTb  HEMNPUSATHbLIN
3anax u3o pta

B/IUSIHME
Mukpodaopbl  Ha
C/IN3UCTYIO

YMEHbLUUTb BOcCnaJsieHue 7
OTEYHOCTb C/IU3UCTOMN 000/104KU
pTa

YcTpaHuTb ouvaru
XPOHMYECKON MHOEKLUN

Bnokupytot YyBCTBUTE/IbHbIE
OKOHYaHuA HEpPBHbIX BOJIOKOH
C/IM3MCTOMN 060/104KM MNOAOCTU pPTa

Mpwn MECTHOM BO3/1ENCTBUU
pacliennsatoT HEKPOTM3MPOBAHHbIE
TKaHU " GUOPUHO3HbIE 0OpPa30BaHMUSA

ATOMapHbI Kncnopog,

ABNAETCA CUIbHbBIM
OKUNCInNTENEM n OKa3bIBa€eT
aHTUCenTn4yeckoe,

NPOTUBOBOCIMAJIUTENIbHOE ,u,eﬁCTsme

CHmxaet MPOHNLLAEMOCTb
Kanumanspos, yMeHbLUaeT OTex,
OKasblBaeT AHTUTUCTaMUHHOE
Jencreme

YcTpaHseT natoreHHoe
BANSHUE  BTOPUYHOM
MUKPOGIOpbI,
pasgpaxkarowmx GakTopos

MECTHbIX



« Jluema c orpaHNM4YeHneM NMNOBAPEHHOMN COJIN U KOJIMYECTBA XXUAKOCTU,
npueM BUTAaMMUHOB, ocobeHHO BuTamMuHa C. MutaHue AO0/MKHO ObITb
npeMMyLL,ecTBEHHO 6e/IKOBbIM C OrpaHUYEHUEM XXUPOB U YI/1EBOA0B.

° [[porHo3 pake npu nNpaBUJIbHOM U CBOEBPEMEHHOM JieYEeHUU
ocTaetcs HebaaronpusaTHbLIM.



