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IIpeaucaosue

Ha npotrskeHun Bcero mepuoja CyLIECTBOBaHMsI 4YENIOBEKA ITy3blpyaTKa OCTAeTCs OHUM
U3 CaMbIX 3araJJOYHbIX 3200JIEBaHUIA, K KOTOPOMY JI0 CETOIHSAIIIHETO JAHs He ocnadeBaeT MHTepec yue-
HBIX, UCClIe/loBaTeNlell M KIMHULMCTOB BeeX cTpaH Mupa. V3BecTHas ere co BpeMeH [ urmokpara,
OHa TPEJICTaBIIsIET COOON YHUKAJIBHYIO MOJIENh TIO M3yYEHHIO Ay TOMMMYHHBIX TPOIIECCOB, KOHEUHOH
LIeJIbI0 KOTOPOH SIBJISIETCS CO3[aHKe Criel(PUIECcKor Teparnuu.

3a mocieHue IECThb-CEMb JECATUIETUN C/IENAaHO HEMAJIO OTKPBITUIl B 00JaCTU U3yuYeHHUS
STHOJIOTUY, NATOTEHE3a U JIEYEHNs ayTOMMMYHHOM ITy3blpyaTKu. Beissiensl cnenmdpuueckue IgG-
ayTOAHTHUTENA K aHTUTEHAM J€CMOCOMAJIBHOTO arapaTa MHOIOCJIOMHOIO IUIOCKOro snuTenus. Onpe-
JeJieHbl MUILIEHH, BXOSIIME B COCTAB CUCTEMBI JECMOCOM, — Pa3Hble MOJIEKYJIbI a/Ir€3UH U ITIUKO-
MIPOTEHHBI.

TexHomornyeckasi peBOMIOLHS, COBEPIIMBIIASCS B AUATHOCTUKE AyTOMMMYHHBIX OYJII€3HBIX
AepMaro30B, Nmo3Bomia aAuddepeHnnpoBaTh ayTOMMMYHHYIO ITy3bIpUaTKy OT JAPYIHX OYyJIe3HBIX
JE€pPMaTO30B.

Aoxa OTKPbITUA NIIOKOKOPTUKOCTEPOUIOB B MEIULIMHE MTO3BOJIMIIA COXPAHUTD KU3Hb NaLlU-
€HTOB, CTPA/IAIOIIMX TAaKUM TSKEJIBIM 3a00/IeBaHUeM, MPOTEKAIOLIUM, KaK IpaBUiIo, Ha (poHE OTAro-
IIIEHHOTO COMAaTUYecKoro aHaMmHe3a. Elie 10 cepeinHbl MPOILIOro CTOAEeTHs, A0 3Pbl INIIOKOKOPTH-
KOCTEpPOMJIOB, 3a00JI€BaHKE, KaK N3BECTHO, 3aKaHYMBAJIOCh JIETAIbHBIM UCXOIOM.

Jlo cux mop cucTeMHble ITIOKOKOPTUKOCTEPOMIHbIE TOPMOHBI OCTAIOTCS OCHOBHBIMM (0a30-
BBIMM) [TperiapaTtaMu, Kyn1pyIOII¥MU aKTUBHbIE ITPOSIBICHNS] Ay TOMMMYHHOM My3bIPYaTKU U HE UMe-
IOIIMMH aOCOJTIOTHBIX MPOTUBOIOKA3aHMI MpU MX HazHaueHWW. OIHAKO, KaK MOKa3bIBA€T MHOIO-
JIETHUH OIIBIT, YCIIEXH, JAOCTUIHYThIE B MEPBOHAYAIbHOM MOJABJIEHUM ayTOMMMYHHOIO Mpolecca,
Pe3y/IbTaTOM KOTOPOTO SIBJISIETCS KIIMHUYECKasi peMUCCHSI O0JIE3HH, MOTYT ObITh YTPaueHbI B TEUEHHE
JaJbHeIIIero HaOJIoIeH! sl M BeJIeH!U s allMeHTa Ha amOy1aTopHoM ypoBHe. IToatomy postb KIMHULIK-
CcTa B )KM3HM KaKJJOTO MaleHTa Ha JII0OOM STare pa3BUTHS M TEUSHHs ero O0JIe3HM He JIOIKHA OCJIa-
OeBaTb, a JIMILb HEYKJIOHHO MpUoOpeTaTh (PyHKIIMOHAIBHYIO 3HAYMMOCTb U BUPTYO3HOCTb B MCKYC-
CTBE BpaueBaHUsl, UTOTOM KOTOPOH SBJISIETCSl COXPaHEHUE JUIMTEIbHON KJIMHUYECKOW PEMHUCCHU
©0J1e3HH, aKTUBHOTO 00pa3a JKU3HU M COIMATIBHOTO CTaTyca nmanyeHTa. Bee aTo mocturaercs 3a cyer
WHMBU/IyaJIbHOM, MPABIIIBHO MOJ0OPAaHHON MHHUMAJIBHOW TOIEPKUBAIOIIEH 103bl CUCTEMHOTO
[JTIOKOKOPTUKOCTEporJa. [JIUTEeIbHOCTh IpreMa J103bl MPEAHN30JI0HA MOCIIe Kak/I0r0 €€ CHUKEHUS
WHMBU/IyaJIbHA U 3aBHCHT KaK OT OOIIIEro CaMOvyBCTBHS M 00pa3a KU3HM MallMeHTa, TaK 1 OT COMyT-
CTBYIOILIEW COMaTHMUECKOM MaTOJIOTUH U psifia (pakTOpOB, CIOCOOHBIX BHI3BATH 00OOCTPEHUE OOIE3HU.

KHura npezacrasisier co00i KIMHUYECKUI U HAYYHBIN TPy, HAKOIUIEHHBI B Te4€HHE MHOTHUX
AECATUIIETHI NPO(eCcCUOHAIBHOW KU3HU aBTOPOB, € JIEMEHTAMH UCTOPHUYECKOTO PaKypca U pe3yiib-
TaTaMu psja (pyHIaMEHTAIbHBIX UCCIIEJOBAaHUI B 00/1aCTH MO3HAHMUS CYITHOCTH UCTUHHOM (ayTOMM-
MYHHOM) ITy3bIPYaTKU.

IIpexacraBiieHsl onycaHus KJIACCUYECKUX U peJKUX (DOpM ayTOMMMYHHOH ITy3bIpUaTKH, IPUH-
ILWITB] AUArHOCTUYIECKOTO MOIX0/a ¥ TPOBOAMMBIX JIeUeOHBIX MEPOIIPUATHIA B YCJIOBUSX CTallIOHApa
Y TOJIMKJIMHUKN OTEYECTBEHHOIO 3]paBooxpaHeHHs. HeoOXoquMo OTMETHTh, YTO Ha HACTOSILEM
Tare pa3BUTHs MeJULIMHbI IIPEOI0IEHHE POrPECCUPOBAHNU S Ay TOMMMYHHOW My3bIPYaTKH U JOCTH-
’KeHHUE UTUTENIbHON ee KIIMHUYECKOW PEMUCCHH — 3TO PEIbHOCTh. A BKIIIOYEHHE MOJIEKYISIPHO-OMO-
JIOTMYECKMX METO/IOB MCCJIEAOBAHUSA B M3yYeHUE MaTO(pU3UOIOIMYECKUX MPOLECCOB MPU JAAHHOM
OyJUIe3HOM JiepMaTo3e MpUOMMKAaeT HaC K TeHETUYECKOMY YPOBHIO M CO3JaHMIO NIEPCOHM(HIIPO-
BAHHOTO TOJX0/a B JICYEHUHU CTOJIb YT POKAIOIIETO IS )KU3HU 3a00IeBaHMSI.

ABTOpBI BBIPAXAIOT TIIYOOKYIO HaJIeK Ty, YTO MOHOTpapusi BHI3OBET MHTEPEC U CTAHET MOJIe3-
HOI HACTOJIHOW KHUTOH /Il TIPaKTUKYIOIIETO Bpada M MCCieoBaresiell, paboTalonmx B 001acTu
MMMYHOIATOJIOTUM U 2y TOMMMYHHBIX IIPOLIECCOB.
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JlaHHOe 13/1aHue PYKOMUCH HE MPETeHIyeT Ha UCUEPIbIBAIOIIUI TPy, OHO JIMIIb OXBATHIBAET
TY MQJIyI0 YaCTh HAYYHBIX JOCTHKEHUH, KOTOpast ClIOCOOHA MPUOTKPHITH YMTATEITIO «3aHABEC» CIIOXK-
HOTO MEXaHW3Ma BO3HMKHOBEHMs M TeueHus Oose3Hu. [locnenoBarenbHO yriIyOJeHHOE M3ydeHHe
MMMYHOIIATOJIOTMYECKOTO ITpoLiecca ay TOMMMYHHOM ITy3bIpUaTKU Ha IPOTSKEHUU HE OAHOTO AECATKA
JIET — 3TO SIPKUI PUMEp Japa yYeHUYECTBA U PEEMCTBEHHOCT MHOTMX ITOKOJIEHUH YYEHBIX U KJIU-
HUIIMCTOB, UTOrOM padOThI KOTOPBIX SIBJISIOTCS PACIIMPEHUE KIIMHUYECKOTO Kpyro3opa v BHEIPEHUE
HAayYHBIX JOCTMKEHUI B IPAKTUYECKOE 3/IPABOOXPAHEHUE.

ABTOpBI BBIPAXAIOT ITTyOOKYIO IPU3HATEIBHOCTh M HICKPEHHIOI OJIarOAapHOCTh BCEM YUYEHBIM
Y KJIMHUIMCTAM OTEYECTBEHHOW MEMIIMHBI, BHECIIUM 3HAUMTEIbHBIN BKJIAJ B 0ONACTh U3yUEHUS
ayTOMMMYHHOI1 ITy3bIpYaTKU.

Mocksa, pespans 2016 e.
Hamanus Buxmopoena Maxnesa
Hamanus Iasnrosna Tenarok
Jlroomuna Bsuecnasosna beneuras
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I'nasa 1.

KpaTtkue ucropudeckue cBeeHUsI
0 mpoIieccax no3HaHusI
HCTUHHOM CYIIIHOCTH
aKaAHTOJUTUYE€CKOH My3bIPYATKH

3aboeBaHus KOKH, XapaKTEPHBIM MPU3HAKOM KOTOPBIX SIBJISIETCS ITy3bIpb, M3BECTHBI CO Bpe-
MeH TITyOOKOM JpeBHOCTU. «I pedeckuil» nmepuoj pa3BUTHsI MeIUMIMHBL, Bek [ urnmnokparta, [lepukia,
Pugus, Cokpara, [lnatona u Apucrorens, I'eponora, @ykununa, Codokina u Apucrodana, Hawes
cBOe oTpaxeHue u B ucropuu myssipuatku [[lorekaes H. C. ¢ coasr., 2012].

l'unmokpar (460—370 sier 10 H.3.) NEPBBIM OTAEIWJ MEOULIMHY KaK OT PEJIUrvH, TaK
1 0oT pUI0COdUH 1 YKa3all [Uisl Hee MyTh KIMHUYIECKUX HaOMOAEHUH, IPeICTaBIII JOBOJIBHO TOYHOE
onrcaHre HEKOTOPBIX O0JIe3HeN KOKM 1 MHOTHMM J1aJ1 Ha3BaHM s, KOTOPHIMHU MBI IOJIb3yeMCsI 110 HaCTo-
swee Bpems [Huxonbckui I1. B., 1928]. On nucai o nopaxxeHusx KOkH, ycTpalaoImumx B3op (pityrol
pemphigoides), 1 BriepBble IPUMEHIIT CIIOBO TTeM(Uryc (0T rpedeckoro IMepglE — BO3BbILIEHHE 11~
JiepMuca, 3aroTHeHHoe KUIKocThio) [Kaprambimes A. U., 1963]. Ognako 3a00j1eBaHue, Ha KOTOPOe
yKaszbiBaJl [ MIIOKpaT, HOCKJIO CE30HHBIM XapaKTep U HE ABJIAJIOCh UCTUHHBIM nemdurycoMm [Mani-
kuiieiicon A. JI., 1959].

Mancypos H. I1. (1863), Ha ocHoBaHuu uccienoBanuii Hebra F., oOpaTun BHUMaHME Ha TO,
aro [MeplE, a takxke [Moupol u ITopgoluyeg 0603HAYAIIHM HE TOIBKO BO3BBIIIEHUE «KOKHULIBD (K-
JepMHca), HO U NPOCTPAHCTBA, 3allOJTHEHHBIE BO3AYXOM. MIHTEpECHO TakXke, YTO Ipyroe 3HaueHHe
3THUX CJIOB — «J1ylla» (JpIxaHue) uim «ayx» [Mancypos H. I1., 1863; Illeknakos H. /1., 1961].

Bpems Benmkoro nepeceseHrst HApOIOB COBEPILIEHHO 3aTOPMO3MIIO pa3BUTHE HayKH BOOOIIE
Y MEIMITUHBI B YaCTHOCTH, KOTOpBIe Bo3poxaatoTcst y apadoB (IX, X, X1 u XII BB.). ApaOckuie yueHble
riepeBesIv Ha apaOCKUi A3bIK COUMHEHMS] TPEYeCKUX M JIATUHCKUX NHcartesield, B TOM YKClIe U M-
LIMHCKME, U caMU BHECM B HayKy HOBble HaOmoneHus [Hukonbckuit I1. B., 1928]. Tak, AOy-Anu-
Nou-Cuna (ABunienHa) (1020) oTmeyalt, 4To «IpbIIIy ObIBAIOT BOISIHBIC, KaK (HaIpuMep) BOJIIBIPH,
Y BO3JYIIHbIE, Kak (Harpumep) nmy3bipu» [[Hekmakos H. 1., 1961].

Ho XVI B. nem¢uryc paccmarpuBalicsi Kak HEOObIUHAS Pa3HOBUAHOCTD JPYIUX JI€pPMAaTO30B,
U B EBPOIICHCKOM JIUTEpaType CPeAHUX BEKOB OTCYTCTBOBAJIM yKa3aHUs Ha 3To 3aboneBaHue [Mar-
kuiieiicon A. JI., 1959].

Ilepeoe KIMHMYECKOE OMMCAHME ITy3bIpYATKH, BEPOATHO, NpuHamiexkut Koenig S. (1681)
u3 Bepra. OH cooOIMII O cllydae pa3BUTHsI TEHEPATM30BAHHOTO ITy3bIPHOTO 3a00JIeBaHMs Y XKeH-
LIMHBI B BO3pacTe 25 JIET, AUTENBHOCTb KOTOPOIO COCTaBJIsJIa BOCEMb MECSALIEB M KOTOPOE MPOSIBIIS-
JIOCh BO3HUKHOBEHHEM ITy3bIpE Ha HEU3MEHEHHOM KOXKE C COIMTPOBOKIEHUEM TOKCUUECKON PEAKLIUH.
OpnHako Ha3BaHMS TOMY 3a00JIeBaHUIO OH He nai [Mamkwuiericon A. JI., 1959; Illeknakos H. /1.,
1961].

Francois Boissier de la Croix de Sauvages (1760) nepseiM BKJIIOUMJI pemphigus B KJaccH-
(pukanmio 3a0oneBaHnii Koxu. OIHAKO KJIMHUYECKUE MPU3HAKM Pa3IMUHbIX OYyJJIe3HBIX JepMaro-
30B, MPEJICTABJIEHHbBIX UM, HE COOTBETCTBOBAJIM MPOSIBJICHUAM OOJIE3HU, U3BECTHOIN Ha CETOIHAIIHUIMI
JeHb KaK UCTMHHAs aKaHTOJIMTUYECKas Mmy3blpuaTka [Mamkmeiicod A. JI., 1959; Illeknakos H. /1.,
1961]. 1 mums B 1791 r. Wichmann I. E. npeacraBun onucaHue my3plpyaTKM IMOJ Ha3BaHUEM
«pemphigus» 1 BrICKa3aJl MHEHUE, YTO My3blpuaTKa BCErJa SIBJISIETCS XPOHUYECKUM 3200/ IeBaHUEM.
B crarbe Obl1a npeicTaBieHa UCTOpUs OOIE3HU MY XKUMHBI B Bo3pacTe 60 JIeT ¢ NOpakeHUeM CIIU3H-
CTBIX 000JIOYEK IOJIOCTH PTa U KOKHBIX TOKPOBOB B BUJIE My3bIPHBIX BBICHINIAHUI 1 3po3uil. Criycts
15 mecsieB ot Havasa 3a0oneBanusa 0ojpHOM ckoHuascsa [Illeknakos H. [1., 1961].
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B XVIII u XIX BB. Ha IPOTSZKEHUM BCETO MEPUOJIA UCCIIEIOBAHUS TY3bIPUATKH MPEAJIarajivich
paznmuunble Kinaccudukarmu 3adonepanus [Kapramsimes A. U., 1966; llexnakos H. [1., 1961]. Tak,
Willan P. (1797) Beigensit Tpu (popMBl Iy3bIpHBIX 3a00sieBaHmiA: pemphigus vulgaris, contagiosus
u infantum. Hemuoro panee Plenk 1. (1783), npeasaras cBoto KiaccupuKaiuio JepMaTo30B, Bbije-
JISLT ¥ Y€TBEPTHIN KJIAacC MO/ Ha3BaHUEM «IeM(HUTrHHO3HOE BhICHIIaHue my3bipeii». Wilson E. (1808)
oTMeuas TOJIbKO pemphigus acutus, pemphigus chronicus u pemphigus gangrenosus. Takum oOpa-
30M, K HavyaJry BTOpo# mojioBuHbI XIX B. CyIiecTBOBaIO 10 97 pa3muuHbIX (DOPM My3bIpUYaTKH, BbIIE-
JIEHHBIX Ha OCHOBAaHWHU KJIMHUKO-MOP(OIOrMYeCcKUX MPU3HAKOB 32001€BaHNI, OCHOBHBIM ITPOSIBIIE-
HUEM KOTOpbIX siBiisuics my3sipb [Illexnakos H. 1., 1961].

B 1844 r. Cazenave P. onican sxcdonuatuBHyto hopMy my3bipyatku (pemphigus foliaceus).
A B 1860 r. Hebra F. Boiienun e ¢hopMbl MCTUHHOM My3bipyaTku: pemphigus vulgaris 1 pemphigus
foliaceus. Hebra F. ormeuasn, uyro tedenune pemphigus foliaceus Gomnee Tsokenoe, COMPOBOXKIACTCS
OTCJIOMKOM MUIepMIca IaIbIle OT IIEPBOHAYATBHOTO Ovyara nopakeHus, OOHaxas KpacHyl0, MOKHY-
IIyI0 TOBEPXHOCTh COCOYKOBOTI'O CJIOS IEPMBI, M BCera MpuBosiee K rudenu 6onpHoro. Pemphigus
vulgaris, mo maenuio Hebra F., moxeT conpoBokAaThCsl MOJIHON SMUTEIN3AUe IPO3Uid, BOZHUK-
IIMX Ha MeCTe My3bIPHBIX BBHICHIIIAHUI, U B Pse CIyyaeB 3aKaHYMBATHCS BhI3AOpoBieHreM [Kapra-
mblieB A. W., 1963, 1966].

B 1881 r. Auspitz H. BBes noHsATHE 00 AKAHTOJIMTUYECKUX MY3bIPSIX, IJIABHOW MTPUIUHON KOTO-
PBIX SIBJISIETCS] HApYIIEHUE TPOYHOCTHY SMUTEIHS B pe3y/ibTaTe BO3JEUCTBUS BHYTPEHHHUX WU BHEIl-
HUX (pakTopoB. B cBoeii padote Auspitz H. 0OpaTui BHUMaHMe Ha JIOKAIU3AIMIO Ty3bIpei B MaJIbITH-
TUEBOM CJIOe, Ha/l 0a3aIbHBIM M TOJI POTOBBIM; OTCYTCTBHE BBIPAKEHHOW BOCIIAJTUTENIBHOW PEaKIIUH
B HavaJsie 3a00JIeBaHusI; BBIICIII 3a00JIeBaHus, ITPU KOTOPBIX 0Opa30BaHUE My3bIpel HOCHIIO TOJIBKO
BOCTIAIUTENbHBIN XapakTep [Auspitz H., 1881].

Benckas mikona, Bo rase ¢ Hebra F. (1876) u Kaposi M. (1896), He npusHaBaia pemphigus
acutus Kak ocTpyio (popMy UCTHHHOH my3bipyaTku. Kaposi M. Takke BbICKa3bIBaJ MBICIb O TOM, 4TO
Bce (pOPMBI ITy3bIPUYATKM MOTYT TpaHC(OpMUpOBaThcs ofHa B Apyryio [Kaprambiues A. U., 1966;
[MexnakoB H. 1., 1961; Hebra F., 1876; Kaposi M., 1896]. CiiycTst mouTtH Ba CTOJETHS 9TO HAOMIO-
aeHue 6610 000CHOBAHO U MOATBEPKIEHO MIMMYHOJIOTHUECKIMU MCCIIEJOBAHUSIMHU.

B 1884 r. Duhring L. A. Bbigenw1 U3 rpynnsl My3blpuyaTKy repneTudOpMHbIA AepMaTUT Kak
caMOCTOATENIbHOE 3a00JIeBaHUe, XapaKTepu3yloiieecs moumMopdu3MoM chiri. A B 1886 r. Neumann
I. npeacraBwl onucaHue TpeTbel KIMHUYECKON (hOpMBI Iy3bIpuaTku — pemphigus vegetans.

B suBape 1894 r. Ha V cbe3ze pycckux Bpaueil Hukonsckum I1. B.! Ob110 nipeacTaBieHo nep-
BOE COOOINEHNE O MEXaHWMYECKU BBI3BIBAEMOM OT/EJIEHUH POTOBOTO CJIOS SMUIEpMICca Y OONbHBIX
JIMCTOBUIHOM ITy3blpuaTkol (puc. 1.1). BnocneactBuu peHOMEH MEXaHUYECKOW OTCIIOWKH MUAEP-
MHCa KaK BaKHEHIINI JUarHOCTUYECKUI MTPU3HAK ITy3bIpUaTKK ObLT BIIEPBbIE UM MOAPOOHO OIUCAH
B JIOKTOpCKOM auiccepTaiuu (1896), a Takke B ero OTe4eCTBEHHBIX CTAThSIX U 32 PyOe:KoM, B )KypHae
Bul. de la socie’te france de derm. et de syph. (1898).

! Ilemp Bacunvesuu Hurxonvckuii (1858—1940) poouncs 1 cenmsops 1858 2. ¢ Yemanu Tambosckoui 2ybepruu 6 cemve cesifeH-
nuka. Ilocae oxonuanusi TamboscKoli OYyxoeHoti cemunapuu «no nepeomy paspsoy» @ 1877 2. nocmynun Ha MeOUUUHCKUL pakynomem
Mockoeckozo yrnusepcumema. B caedyrouem 200y on nepegencs na Il kype meduyurncrkoeo gpaxkyromema Kuesckozo yrusepcumema
um. Cesamozo Braoumupa u okoHuun e2o co cmenemvio «aekapsi ¢ omauuuem» (Ounaom 3a Ne770 om 9 anpenst 1885 e.). Ilocae okonua-
HUsT OpOUHAIMYPLL NPU «KAUHUMECKOM OMOEAEHUU HAKOJICHBIX U cugbuaumuueckux oonesnei» na 6ase cointozo omoenenusi Kuesckozo
BOCHH020 20CNUMAAs no npedcmaenenuio npog. M. H. Cmykosenkosa Obin uzopan pakynrvmemom 6 CmuneHOUamol CpOKomM Ha mpu
200a 0ns npuzomoenenust k npogpeccopckomy 3eanuio. B 1896 2. Huxonwvckuii I1. B. 3auumun 00KmMopckyio OUCCeEpmayuio Ha memy
«Mamepuanwt no uzyuenuro pemphigus foliaceus Cazenavi», 6 KoOmopoii 6nepevie npedcmagu.n ONUCAHUEe MEXAHUMECKOL OMCAOUKY SNiL-
depmuca npu nysvipuamxe [ayxenvkuii b. T. ¢ coasm., 2003; Topcyes H. A., 1953]. B 1899 2. Huxonavckuii I1. B. 3a6e006a.1 KAuHUKOL
depmamonozuu Bapuwaesckozo ynusepcumema. B 1915 2., 6o epems Ilepeoti muposoii 6oiinwl, meoununckuli gpakyrvmem Bapuasckozo
yHusepcumema Ovin 38axkyuposar é 2. Pocmoes-na-/Jony, 20e Huxonvckuii I1. B. 6o3enaensin kagheopy depmamoseneponrozuu 0o 1930 e.
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B 1900 r. na III konrpecce ngepmarosioroB B [lapuxe Hukonbckuii [1. B. nponemoHcTpupoBan
CHMIITOM MEXaHWYECKON OTCIOMKY SIMUIEPMUCA U Ha BUIUMO HEU3MEHEHHOU KOKe OOJIBbHBIX, CTpa-
JAIOIIMX Ty3bIPYaTKOM.

B cBoeil quiccepTraiiMoHHON padoTe U MOCEAYIOIINX PyKOoBOACTBax «bomesnu koxkum» (1923,
1927, 1930) Hukonbckwii I1. B. onuchiBa 1Ba BapyaHTa CUMIITOMA, XapaKTEPHOTO AJIs ITy3bIPYaTKU:

Pemphigus foliaceus Cazenavi (omucan Kazenaom B 1844 r.)
XapaKkTepu3yeTcss Majo HalpsDKEHHBIMUA Iy3bIPSIMH  C  BSUIO  MOPIIMHUCTOM
MOKPBIIIKOM, CIIOUCTBIMU IMTY3bIPSIMUA ¥ KOPKAMHU, MOI0OHBIMU CJIOEHOMY TECTY WU
o0JyaTkam, OTCYTCTBUEM COBEPIIEHHOI pereHepalyy MuIepMIca Ha opa)keHHbIX
MeCTaxX U OCOOEHHO, [0 MOUM HaOIOICHUSAM, OCTIA0JICHUEM CBSI3U MEXY CIOSIMU
snuaepMuca (Mexay POroBbIM M 3€PHUCTBIM CJIOEM) Ha BCEH OBEPXHOCTU KOXKH,
Aaxe B MPOMEKYTKAX MEXIy IMy3blpsIMH M CCaJMHAMH, Ha yYacTKax IO BHUIY
COBEPIIEHHO 3/I0POBBIX. DTO MOC/IEIHEE CBOMCTBO KOXU OOHApPYKUBAETCS OBYMS
ciocodamu: 1) Mpu MOTATMBAHMU 32 PA30PBAHHYIO MOKPBIIKY IMY3bIPs MOXHO
yIQJIATh POrOBOM MOKPOB HAa JajieKOe MPOCTPAHCTBO, JaXe Ha KOXe IO BHUIY
COBEPIIEHHO 3[I0pPOBOM; 2) MPU TPEHUU 3[0POBOM IO BUIY KOXKHU POrOBOM CIION
JIETKO CXOZIUT, OOHAXasl €[Ba BJIAXHYIO MOBEPXHOCTh MOJJIEXKAILErO (36pPHUCTOrO)
cios. bnarogaps Tomy ke cBoACTBY, ipu pemphigus foliaceus nosnyyaioTcs ccaiuHbl
HE TOJIKO Ha MECTax pa30pBaBLIMXCS My3bIpel, Kak 3To ObiBaeT mpu pemphigus
vulgaris u pemphigus vegetans, HO ¥ Ha TaKuUX MeCTax, IJie HUKOrIa He ObUIO
My3bIpel, TaK KaK JOCTaTOYHO HEOOJBIIOro TpeHus (Ipu JBUKEHUU B TOCTEJIH,
npu xoapOe, NMpU YecaHWW), YTOObI MOJYYUTh OOJBIIYI0 OTCIOMKY POroBOrO
nokpoBa. [loatomy mpu omuchiBaeMon ¢opme OOHaXEHHS KOXKHU JAOCTUTAIOT
0CcO0eHHO OonbIuX pa3mepoB. OcnabieHue CBA3M Mek/y POrOBbIM U 3€pHUCTHIM
CJIOSIMM HEPEAKO YAAeTCsl OIpeAeiuTbh YK€ B HAYAIbHOM Iepuofe Oose3HH,
KOTJa BBICBIIIAHUE ITY3BIPHKOB €IIIe CaMOe HUYTOXHOE M orpaHuueHHoe. Iloatomy
€CTECTBEHHO JIOMYCTUTh, YTO MMEHHO 3TO CBOWCTBO KOXH SIBJISETCS IJIABHBIM
U3MEHEeHHeM, Ha (bOHE KOTOPOTO Pa3BEPTHIBAETCS BCs IMecTpast KapTHHA OOJIE3HH.
OnucanHble (OpMBI, TO 3asBIEHUI0 HEKOTOPbIX ABTOPOB, MOTYT MEpPEXOOUTh
onHa B npyrywo. Tak, pemphigus vulgaris 1 pemphigus vegetans MOryT nepeitu
B pemphigus foliaceus.

[ocnennee siByieHME B MOCJEAYIOIEM HAILJI0O UMMYHONATOJIOTMYECKOE HAyYHOe OOBbsICHEHUE
[Maxuesa H. B., benenxas JI. B., 2012].

Huxonbckuii I1. B. He TONBKO MpeacTaBWl ONUCAHUE «MEXAHMYECKOIO» CUMIITOMA IIpU
pemphigus foliaceus, HO U 0OOCHOBaJI ITOT CUMIITOM: «pemphigus BOOOIlE UMEET CBOUM Havallb-
HBIM U3MEHEHUEM OcJ1abJIeHHe CBSA3M MEX/1y IJIACTaMM SMUIEPMICa, TO HA OTPaHUYEHHbIX Y4acCTKax,
Ha KOTOPBbIX U 00pa3yloTcsl My3bIpH, TO, IIPU BBICIIEH CTENIEHU OCIa0JeHus, M0 BCell MOBEPXHOCTH
KOXM, IPUYEM, KPOMe ITy3bIpeil U POUCXOIAIIMX U3 HUX CCalH, 00Pa3yl0TCs CCAJMHBI U HA y4yacT-
Kax IO BUJY 3/10POBbIX, HO IJIe POrOBOM IIACT yxke c1abo0 CBSA3aH ¢ MOJIeKAIIEI0 TKAHbI0». YUYeHbIH
CUHMTAaJl, YTO B OCHOBE cMMITTOMA JiekUT keratolysis universalis.

He menee BaxHo# 3acayroit Hukomnbckoro I1. B., cTaBiiero oqjHum 13 0CHOBOIOJIOKHUKOB ICH-
XOAEPMATOJIOTHU B 00J1aCTU U3YyUEHHUsI MTy3bIpUaTKH, ABJISIETCS BbIsSBIEHHE MPOBOLMPYIOIIMX (haKTO-
POB Iy3blpuaTKu. B cBoeM uccieoBaHUM OH MPOCIIEANT CBSI3b MEXAY NCUXUYECKUM COCTOSIHUEM
OOJIBHOTO U TEUEHHUEM ITy3bIpUaTKU: «...He BCerjga OblBaeT Majlo3aMeTHoe Havaslo Oone3Hu. MHorna,
Hao000pOT, OHO ObIBAET OYPHBIM, UTO CIIy4YaeTcsl, €CJM Hayasly OOJIe3HH MPEAIIeCTBYIOT Kakue-JIuoo
CWIbHbIE BIIMAHMA Nicuxudeckue (adpdexTsl) uim pusndeckue (IpocTyaa)».
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B 1926 r. Senear F.E. u Usher B. onucanu cuHapom, 1pu KOTOPOM COYETAIUCh CUMITTOMBI
KpacHOUM BOJIYAHKHU U my3bIpuaTki. HoBas knmHuYeckas (popma Obula Ha3BaHA SPUTEMATOZHOMN HJIH
cebopeitHoit my3bipuaTkoi (cuHapom CeHnpa — Ariepa).

B 1932 r. I1aBnoB C. T. mpopeMOHCTPUPOBA, UTO «SIBJICHUSI aKaHTOJIN3a OOHAPYKUBAIOTCS
Y Ha y4acTKax COBEPIIEHHO 37J0POBOM KOXKH, YTO U 00yC/IaBIMBaeT 0Opa30BaHMe HA HUX CHMITTOMA
Huxkosnbsckoro» (puc. 1.2) [I1anos C. T., 1945].

B 1933 r. B HemernikoM xypHaie «Archiv f. Dermatologie u. Syphilis» ITasnos C. T. omy6-
mukoBan crateio «K Borpocy o cymHoctu peHOMeHa HUKONBCKOTO Mpu JMCTOBUIHOM ITy3bIp-
yatke» («To Essence of Nikolsky’s Phenomenon in Pemphigus Foliaceus») (puc. 1.3). B cBoei
padore [1aByoB C. T. BriepBbie OIUcas MaTOrMCTOIOrMIeCKyI0 OCHOBY cumMIitoma Hukonbsckoro, pe-
CTaBUJI ONIMCaHUE CBOEOOPA3HO U3MEHEHHBIX KJIETOK IIUIIOBATOTO CJIOS, TIOYYMBIIMX B JaJIbHEHIIIEM
HaVMEHOBaHME aKaHTOMUTUYECKUX. Paccyk/ieHns aBTopa O «TaK Ha3blBA€MbIX AKAHTOIUTHUYECKUX
MY3BIPSIX», O CYITHOCTH aKaHTOJIM3a COBPEMEHHBI U TpeCcTaBsioT Oonbioi untepec. [1asnos C. T.
TaK)Ke OTMETHJI, YTO «Ha OCHOBAHWHM JaHHBIX APYTUX HCCIeoBaTeseid 1 COOCTBEHHBIX OTAEIbHBIX
HaOJTIOIEHUI MBI MOJKEM OTMETHTh, UTO (peHoMeH HuKobeckoro nHora HabmoaaeTcs: ¥ py Ipyrux
3a00JIeBaHUSX. .., B TO BpeMsl KaK MPH JIMCTOBUIHON My3bIpUaTKe 3TH HAOMIOACHUS SIBJISIOTCS Tpa-
BUJIOM».

Mertonuka oOHapyKeHHsI STUX KJIETOK, HA3BaHHBIX aKaHTOJIUTHUECKUMU KJIETKaMu, Obla pas-
paborana Tzanck A. u Aron-Brunetiere R. B 1947 r. AKaHTONMUTUYECKUE KJIETKH, KOTOPBIE TI0 UMEHH
aBTOpa MHOI/IA CTAJIM Ha3bIBaTh KJeTKamMu TIaHKa, Mpeiarajoch Moiydyarh ¢ TOBEPXHOCTU SPO3UIA
C MOMOIIIBI0 COCKOOa ckasbIienieM (puc. 1.4).

OrteuectBennble yuenole Kpackuna H. A. u Crtpon A. K. (1955) BnepBble npuMeHWIN
oonee ynoOHOE W MeHee TPaBMAaTHYHOE B3STHE MaTepuaja Jjisl IUTOJOTHYECKOTrO HMCCIEeIOBAHUS
C TIOMOIIIBI0 Ma3KOB-OTIIEYaTKOB CO JIHA My3bIPel U 9pO3Uil MPEeAMETHbIM CTeKJIoM. BriepBble B3si-
THE MAa3KOB-OTIIEYATKOB NPEIMETHBIM CTEKJIOM MCIOJb30BaId B 1942 r. oT€YecTBEHHBIE yUYEeHbIE
ITokposckas M. I1., Makapos M. C. nipu IUTOJIOTMYECKOM MCCIIEJOBAaHUM PAHEBOM IOBEPXHOCTH.
[Hexnako H. 1. (1958) BriepBble NpUMEHW CTEPUJIbHBINA JIACTUK JJIsl B3ATUSI MaTepuaia co JHa
9pO3UI MPH Iy3bIpYATKE.

[Mexnaxos H. 1. (1960) Bbigent Tpu (pa3bl B KIMHUYECKOM TEUEHUH IMy3bIPUYaTKU U B 3aBU-
CUMOCTH OT (ha3bl €€ KJIMHUYECKOTO TeYeHHS MPEIOKUI IUTOJIOTMYECKYIO TMarHOCTUKY 3a00JieBa-
Hus [Mamkwuiericon JI. H., 1964; ITamaru Illexnakosa, 1990]. CornacHo uccienosanusaM Ilekia-
koBa H. [I. B HauanbHO#1 (pase, MpeAlIeCTBYONIEH PElUIUBY MOCIE PEMUCCUU, IPU LIUTOJIOTUUECKOM
MCCIeIOBaHUY TPe00iIajaloT Hen3MeHEHHbIE MU TETUATbHBIE KIIETKU, HO OOHAPYKUBAIOTCS M KJIETKH
C KPYNHBIMH SIpaMU M HEOOJBIIMM KOJMUYECTBOM IUTOIUIA3MBI (TaK Ha3bIBaeMble IMEpexXOnHbIe
dopmbl). Y GosbIMHCTBA OOTBHBIX TAK)KEe OOHAPYKUBAIOTCS OAMHOYHBIE AKAHTOIMTUYECKUE KIIETKU
WM UX HeOosblle cKorieHus. B (ase penmanBa MosIBASIOTCS CIUIOIIHBIE «TUIACTB», COCTOSIIUE
U3 aKAHTOJIMTHYECKUX KJIETOK; HAOMIONAIOTCS TMIAaHTCKUE aKaHTOJIUTHUYECKHE KJIETKU, «UyJOBHII-
HbIe» ¥ MHOTOsiIEpHBIe. B mepron npenMyIecTBeHHON SMUTENMN3alMy KOJIMYECTBO aKaHTOIUTHYE-
CKMX KJIETOK YMEHBIIIAeTCsl, OTCYTCTBYIOT «UYJOBHIIHbIC» W MHOTOSIICPHbIE KJIETKU, TOSBIISIIOTCS
niepexoaHbie (POPMBI U KJIETKM HOPMAJIBHOTO STUTEIHS.

Ha V Bcecowsnom cwesne aepmaroBeHeposioroB (1959) IMasmos C. T. u CamioB B. U.
MIPE/ICTABIIIN TTyOOKHI aHAIN3 KJIMHUYECKUX (DOPM My3bIPUYATKH: «HE TOJIEKUT COMHEHHIO, YTO
HEHTPAIBLHBIM 3BEHOM BCEW TpYIITbl OYyJUIE3HBIX JIEpMaTO30B SIBJISIIOTCS Te 3a00JIeBaHUs, KOTOpPHIE
W3aBHA, UCTOPHUYECKH, ITPUHSATO HA3bIBATH Iy3bIPYATKON B TPEX €€ PA3HOBUIHOCTSIX: BYJIbIapHOM,
BEreTupymomen 1 JUcToBUIHON. OOIIHOCTD 3THX TpexX (opM, BCIENCTBUE Tepexoaa OfHOM B JIpY-
I'yI0, OMMHAKOBOW MOP(OJIOrUYecKOl OCHOBBI M Psiia IPYrvX NMPHU3HAKOB..., HX Y KOTO HE BBI3bI-
BaeT COMHEHUil». ABTOpaMu ObUTM 0OOOCHOBAHBI OOIIHE MTPU3HAKK PA3IMYHBIX KIMHUYECKUX (hOpM
MY3bIPYATKU: «OOLUMMH JAaHHBIMH, XapaKTEePU3YIOIIMMHU Bce TpU (DOPMBI ITy3bIpUaTK, SBISIOTCS: 1)
MonomopdHOCTb OyJIIE3HOTO MOPAKEHHUST KOXH C TIOCTAEIYIOIIUM Pa3BUTHEM JIMIIb BOIOIMOHHOTO
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nommMopduama. 2) MHTpasnuTeMaibHOe PacoNoKeHUe TOJIOCTH My3bIpel, 00pa3yomuxcs Beye -
CTBUE SIBJICHWH akaHToim3a. [locneqHuil ycTaHaBIMBaeTCsl MyTeM TMCTOIIOTMYECKOTO MCCIIeIOBAHUS
OMOTICMPOBAHHBIX CBEKHX IMy3bIPEH WM MTyTeM LMTOAUArHOCTUKY 1o Tranky. .. 3) Tperbeit ocodeH-
HOCTBIO, TIPHCYIIIEH BceM TpeM (popMaMm My3bIpUaTKH, SIBJISETCS UCKJIIOYUTEIHHO TIOXOW IPOTHO3. . . »

IIpu neransHOM aHamu3e pasauuHbix ¢dopMm mysblpuaTku IlasnoB C. T. u Camuos B. WN.
OTMETUJIM, YTO TIPU BYJBrApHOW TMy3bIpyaTke CUMNITOM HUKOIBCKOTO «BBISBISETCS ...0O0BIYHO
HE B Ha4YaJbHOM IEpHOJe, a JIMIIb B MEPUOJIE MOTHOTO Pa3BUTHS 3a00JI€BaHUsI», A MIPU CUHAPOME
Cenupa — Aliepa — «HETOCTOSTHHO M CBOE0Opa3HO». B cBoeM Tpyjie yueHble MOATBEPININ OOHAPYKe-
HUE aKaHTOJIM3a Ha yYacTKax BUIMMO 30POBOM KOXU mpu pemphigus foliaceus, koTopblii 0Oycias-
JMBaeT cUMNTOM HHKOJIBCKOTrO; COMOCTABMIIM TUCTONIOTMYECKHE U IIUTOIOTMUYECKHE UCCIIEIOBAHMUS.
ABTOpamMu ObLIO BBICKa3aHO M 0OOCHOBAHO MpPETookKeHne, uto cuHapom Cenrpa — Amiepa (cebo-
peiiHasi, Wi pUTeMaTo3Hasl, Iy3bIpuaTka) sIBJISETCSl «CBOE0OPa3HON aOOPTHBHON (POPMOIA JTCTO-
BUJIHOM IMy3bIpuaTku». B HacTosimee BpeMs 3TO MpeanoNokKeHNe MOATBEPKAEHO UCCIIEI0BAHUSIMMU
Ha ypOBHE JECMOIJIEMHOB U ceOopeiiHasi, WM SpUTeMaTo3Has1, My3blpuaTka paccMaTpUBaeTCsl Kak
Mmasas popma aucroBuaHor [Amagai M. et al., 1999, 2000; Amagai M., 2002; Challacombe S. J. et
al., 2001; Jamora M. J. et al., 2003] (puc. 1.5).

Ha V Bcecoo3HoM cbe3ie JepMaTOBEHEPOJIOrOB ObLJIO BBICKA3aHO IMPEATOIOKEHHE O POJIH
BUPYCOB B BO3HMKHOBEHMH My3blpyatku [AkorisH A. T., 1961; llep6akos U. M., 1961]. OgHako
10 CETOMIHSIIHETO JHSI 3TO MPEATIONOKEHNE He TIOMYYUIIO YeTKOTO 0OOCHOBAHMS.

Asbo-Hansen G. (1960) npeactaBui onmucaHue CUMIITOMa IPH Iy3bIpYaTKE, CYyTh KOTO-
POro 3aKJII0YaeTcsi B YBEJIMUEHUM TUIOMIAAN IMy3bIpsi TIPH HA/IABJIMBAHUU Ha €r0 HEBCKPBIBIIYIOCS
MOKPHIIKY. CUMOTOM He SIBJISIETCS TATOTHOMOHWYHBIM ISl UICTUHHOM Iy3bIPYaTKUA W BBI3BIBACTCS
KaK MPHU BHYTPUAIUIEPMAIBHOM PACIIOIOKEHUH ITy3bIpeid, TaK U MPU CyO3MUAEPMAIBHON MX JIOKa-
JM3alUK. YYeHbIN HaOMIoal ero MpH Mmy3bipuaTke, Oyiie3HoM nemdurone JleBepa, rekapcTBeHHOM
OyJIJIe3HOM K3aHTEME U SMOOINYECKON raHT peHe.

B cragum o6ocTpeHust my3bIpuaTKi KPYITHbIE MTy3bIPH MO TSKECThIO KCCyaaTa MOTyT IPUHU-
MaThb TPYIIEBUIHYIO (hOPMY, «CUMIITOM TpyIim», KoTopeiid orucan [lekmakos H. [1. B 1961 r. [Top-
cyeB H. A. c coagr., 1979] (puc. 1.6).

OueBuIHO, YTO KJIMHUYECKHE, IIUTOJIOTMYECKUE U TUCTOIOTMYEeCKHE M3MEHEHH s He BCer/ia 1o3-
BOJISIIOT BBICTABUTH OKOHYATEJIbHBIN JIMArHO3 TPH IMy3bIpuaTke. B CBSI3M C 9THM aKTyaJbHBIM TpH
MOCTAHOBKE JIMAarHO3a My3bIPYaTKH SIBJISAETCS METOA (MII0OPECUPYIONIMX aHTuTe. Meton doopec-
uupyomx antures, npeayioxkenHsiid B 1950 r. Coons A. u Kaplan M., Haiies mmpokoe npuMeHeHne
B Hayke 1 ipakTuke [Coons A., Kaplan M., 1950; Weller T. H., Coons A. H., 1954]. B nepmaronorvuu
OCHOBHBIE MICCJIEJIOBAHMSI ITPOBOIMIIMCH TIPH SPUTEMATO3€E, CKIIEPOICPMHUH, My3bIpUaTKe, Oy/IIe3HOM
nemcuroune [Bytos 0. C. ¢ coasr., 1974; Pe6puk M. C. ¢ coasr., 1973; Cepos B. B. c coasr., 1972;
Tpocdumona JI. f., Kucenera M. JI., 1973; llanomnukoB O. K. ¢ coar., 1972; Ablin R. J., 19609;
AblinR. J., Beutner E. H., 1969; Ablin R. J. et al., 1969; Beutner E. H., 1968; Cormane R. H., 1964].

[Tpu my3eipuaTke HenpsAMBIM MeToioM UMMYyHOpoopectieHiu Beutner E. H. u Jordon R. E.
(1964) B cpiBOpOTKE OOJBHBIX BYJIbrapHOM IMy3BIPYATKON OOHAPYKWIM AHTUTENA, HAIPABJICHHbIE
K aHTUT€HHBIM KOMIIOHEHTAM MEKKJIETOUHOUM CKJIEMBAIOIIEH CyOCTaHIIUM IIUIOBATOTO CIIOS. DTO
HaOJTIO/IeHre TTO3BOJTIIIO TIPEATIONOKUTh Ay TOMMMYHHBIN MEXaHU3M Pa3BUTHS ITy3bIPUYATKH, OIpejie-
JIUTh AUATHOCTHUYECKYIO U MMPOrHOCTUYECKYIO IIEHHOCTh 3TOro MeTozia. JlaipHeie HayYHble uccrie-
JOBaHUsl moaTBepawid 3to npeanonoxenue [Beutner E. H. et al.,, 1965; Beutner E. H., 1968;
Chorzelski T. P. et al., 1966]. Cpenu nepBbix OTEUECTBEHHBIX HCCJIeIOBaTe/Iel, TPUMEHHUBIINX
B padote MeToabl UMMyHOGIoOpectieHny, Oputn Pomanenko I'. @ ., Benenkas JI. B. u Exo H. S1.
(1973—1977). mu nipeacrapiieHa He TOJNBKO OIIEHKA W Oe3yCJIOBHAS TUATHOCTUYECKasl IEHHOCTh
NpPSMOrO U HEMPSMOro METOJOB MMMYHO(IIOOPECHCHIIMHM, HO U MECTO, KOTOpPOE 3aHUMAIOT 3TH
MeTofibl B U pepeHIInaTIbHON AUArHOCTUKE ayTOMMMYHHOU IMy3bIPYaTKy C JPYTUMH OYJIIe3HBIMU
nepmaro3amu. B paborax Benerikoit JI. B. u ['He3numkoi 3. B. (1974) npogeMOHCTprpOBaHa BBICO-
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Kasl TKaHeBasi CIeHM(UIHOCTb HUPKYIMPYIOIIMX ayTOAHTUTEN K aHTUT€HAM MEXKKJIETOYHOW CKJICH-
BaloOIIei CyOCTaHIIMK HE TOJIbKO MHOTOCJIOWHOTO TJIOCKOTO SMUTENMsI, HO U snuTenus Tesen [accans
THMYCa YeJIOBEKa M KMBOTHBIX. B HacTosiiee BpeMsi TUarHOCTUYECKasi U MPOTHOCTHUYECKAs! IIeH-
HOCTbh METOJIOB (TIPSIMO¥ ¥ HEMPSIMO ) UMMYHO(TIOOPECIICHIIMN He TIOABEPraeTcsi COMHeHHIo [Max-
HeBa H. B., benenkas JI. B., 2010; ®unnarpuk T. ¢ coast., 1999].

Ha crenytonmii rox nocne myonukanuu Beutner E. H. u Jordon R. E. B 1965 r. Witebsky
E. pa3pabGoTai mpu3HaKky ayTOMMMYHHBIX 3a0oeBanuii: 1. OOHapykeHue B CHIBOPOTKE IUPKYJIUPY-
IONIMX aHTUTEN WM (PUKCUPOBAHHBIX B TKaHSX aHTUTEN; 2. Hammume crenpguyueckoro aHTureHa,
K KOTOpOMY HalpaBJIeHbl 3TH aHTUTeNa; 3. [lomyueHne aHTUTEN K STOMY aHTUTEHY B 9KCIIEpHMEHTE;
4. O0Hapy)eHHe MaToNIOTMYECKUX M3MEHEHUI COOTBETCTBYIOIIEH TKAaHW aKTMBHO CEHCUOMIIM3UPO-
BAaHHOTO JKMBOTHOTO, CXOIHBIX MJIM UJICHTUYHBIX M3MEHEHUSIM TIPH 3a00JIeBAHUM YeJIOBEKa.

Takum 00pa3oM, ayTOMMMYHHBII MEXaHM3M Pa3BUTHSI Iy3bIPYATKU ObLT OIpe/ieNieH OKOHYa-
TEJIbHO M HAYaJICSI HOBBIN, «MIMMYHOJIOTMUYECKUI» STl B UCCIICIOBAHUH MATOreHe3a My3bIPUaTKH.

CornacHO COBpeMEHHBIM HCCIIEIOBAaHUSIM YPOBEHb aKaHTONMM3a MpU Pa3IMuYHbIX (hopmax
WCTUHHOM (ayTOMMMYHHOM) ITy3bIPYATKH OOBCHSETCS PACTIONOKEHUEM JJeCMOTJIenHoB 1 u 3 B anu-
AepMuice KOXHM WM SMUTEJMA CIU3UCTON OO0OJNIOYKM Tmojioctd pra [Amagai M. et al., 1999;
Challacombe S. J. et al., 2001; Jamora M. J. et al., 2003; Maruani A. et al., 2008].

Amagai M. (2002) npeayioxui AecMorienH-KOMIICHCATOPHYIO TEOPHI0 0Opa30BaHUsI MTy3bIpeit
IPY ITy3bIpyaTKe, OObSCHSIONIYI0 KJIMHUYECKHE OCOOEHHOCTH Pa3IMYHBbIX (DOpM 3a00JIeBaHUs C yue-
TOM DACIIOJIOKEHHS JIECMOIJIEMHOB | 1 3 B sMuaepMuce KOXKHM U SMUTENU CIU3UCTON 0O0IOUKH
MoJIoCTH pTa (cM. puc. 1.5).

Lanza A. u coasrt. (2007) nmoka3sayu, 4Tto CHIBOPOTOYHBIE QaHTUTENA K JIECMOIJIENHY | mpensr-
CTBYIOT OOPa30BaHUIO HOBBIX JIECMOCOM, a HE HampsMyI0 HapylIaioT JecMoriienH | comep:xaiiye
CBSI3H, KOIJJa CTAOMIIbHbIE KOHTAKTHI yXke c(pOpMUPOBAHBI.

B kon1ie 90-X IT. MpOIUIOro CTONIETUsI aKTMBHO HAYAJIOCh UCCIIEIOBAaHUE TeHETUYECKOW TIpel-
PACMONOKXEHHOCTH K MICTUHHOM (ay TOMMMYHHOM) Iy3bIpUaTke, Tak Kak ObUI0 OTMEYEHO TIOBBIILICHUE
YacToThl 3a00JIeBaeMOCTH y xutesieil Cpeaqu3eMHOMOpbs, TPEMMYILECTBEHHO Y €BpeeB alllKeHas3
[Mutasim D. F. et al., 2005]. B Hacrosiiiiee BpeMsi BOITPOC O CBSI3W UCTUHHOW MY3bIPYaTKU C OIpe/ie-
JIEHHBIMU aHTUTEHAMH TMCTOCOBMECTHMOCTH He ToBepraercs comHeHn0. OHAKO MCClIeIOBaHuUS,
IIPOBE/IEHHbIE B Pa3HbIX CTPAHAX, IEMOHCTPUPYIOT pasinuHble pe3yibTarsl [Bordel-Gomez M. T. et
al., 2006; Lombardi M. L. et al., 1999; Miyagawa S. et al., 2002]. Knaccucpukauus my3bipyaTku
Y ONKCaHWE HOBBIX €e KIMHUUYECKUX (POPM MPOJOJIKAECTCS HA TPOTSKEHUH BCEH UCTOPUM PA3BUTHUS
60se3Hu.

[Mpexamnonoxenue cs3u cuHapoMa CeHupa — Aliepa co 3710Ka4eCTBEHHBIMU OITyXOJISIMU BBICKa-
3biBat emle Tzanck A. B 1947 r. npu onvcaHMM METOAMKY LIUTOJIOTMYECKOro uccneoBanus. OnHako
KJIMHUYecKr oOocHoBam ero nipeanonoxenre H. C. [TorekaeB u coaBT. (1964) B cratbe «35okave-
CTBEHHbIE HOBOOOPA30BAHUS U BE3UKYJIO-OyJJIe3HbIE I€PMATO3bl», M HE TOJIBKO B OTHOIIEHUH CHH-
npoma Cenupa — Amiepa, Ho U gpyrux ¢opM mmy3sipuaTku. Anhalt G. J. u coat. (1990) Ha ocHOBaHUM
KJIMHAKO-MTATOMOP(OTIOTMUECKUX ¥ TUCTOXMMHUUECKHMX UCCIIEOBAHUI BBIICIUIIN MTApaHEOIIacTHYe-
CKYIO ITy3bIpYaTKy Kak 0coOyio (hopMy My3bIpUaTKH.

B 1975 r. Jablonska S. 1 coaBT. npeacTaBuiu onvcanuie reprnetudopMHou my3sipuatki. B 80—
90-€ IT. MPOIILIOro CTONETHS B IPYIIY &y TOMMMYHHOM ITy3bIpYaTKy ObUTM BKJTIOUEHbI [gA-3aBrcMas
my3blpyaTka U HeuTpopuiibHblid IgA-3aBucumblii gepmaro3 [Robinson N. D. et al., 1999]. Jlekap-
CTBEHHO-MH/YIIPOBaHHAsI My3bIpyaTKa OblIa BBIAEJIEHA B CAMOCTOSITEIbHYIO TPYIIITY, TaK Kak ObUIO
YCTAHOBJIEHO, YTO MPOBOLIMPYIOLUIMMHU (PaKTOpaMu J1aHHOU (hOPMBI ITy3bIpUaTKU MOTYT SIBJSATHCS D-
MEHUIWJUIAMUH, a TaKKe KanTonpui, pypoceMus, (peHareTvH, MeHUIWILTAH, THOTIPOHUH U Tperia-
patsl cyabhOHOBOrO psiga, Hanpumep narncod [Maxunesa H. B. ¢ coaBr., 2004; Maruani A. et al.,
2008].
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Ho cepenuubl XX B. Bce ClTydan UCTHMHHOUM IMy3bIPYATKU 3aKAaHUMBAIUCH JIETATbHBIM HCXO-
nom. Tak, Bpayne P. C. u Jleitbman B. W. (1953) Ha ocHOBaHMM W3y4eHHsl Marepuaia OOJb-
el uMm. T. B. Koponenko 3a 20 fieT Npunum K BBIBOAY, YTO OOJNbHBIE My3bIPYATKON MOrHOam
B cpoku ot 1,5 mecsueB o 2 jer. HoBas spa B jieueHuu my3sipuyaTku Hadasnack 9.05.1950, korga
Newman B. A. u Feldman F. cienamu coobmenne Ha 3aceqanuu Jloc- AHIKEIECCKOTO IepMaro-
JIOTMYECKOro O0IIecTBa 00 YCIEIIHOM JIeYeHUH OOJIBHOTO BETeTUPYIOIIEH My3bIpuaTKoi KOPTU30-
HoM. B mione toro ke roga Thorn G. W. 1 coaBT. UCIIONB30BAIM B Tepariuy OOJTBHOTO BYJIbrapHOM
IMy3bIPYATKON aAPEHOKOPTUKOTPOIHBIA FOPMOH (KOPTUKOTPOIIMH) U KOPTU30H. B oTevecTBeHHOM
JUTeparype TepBble COOOIIEHUsI 00 YCIEIHOM MPUMEHEHUH aJpeHOKOPTHUKOTPOITHOIO TOpMOHA
u xoptuzoHa npuHayiexam ['punuapy ®. H. u Eroposoit JI. E. (1955); Konokonosoin H. H.
u [Maparnooii I'. 4. (1955). OgHako MUPOKOTro pacnpocTpaHeHus JiedeHrue OOMbHBIX aJPEHOKOPTH-
KOTPOIHBIM TOPMOHOM He Momyuymiio. B 1950—60-x rr. mosiBUIOCh HEMasio COOOIIEHNI O BBICOKOM
TEepareBTUIECKON aKTUBHOCTHU MPETHU30JIOHA U MPEIHN30HA TI0 CPABHEHUIO C KOPTU30HOM M ajipe-
HOKOpPTUKOTpOIHbIM ropmoHoM [Demartini F. et al., 1955; Miller J. L., 1956; Philipp A., 1956;
Rein C. R., Bodian E. L., 1956; Robinson H. M., 1955]. IlepBbiMu B OT€YECTBEHHOU MeIUIIMHE
YCTIEIITHbIE Pe3y/IbTaThl JIeUeHUs] UICTUHHOW My3bIPUYaTKH MPEeAHU30I0HOM oryomkoBau [lep M. 1.
u Mamkwineiricon A. JI. (1958) (puc. 1.7). OmHako BOIPOCH O MAaKCUMAJIbHOW TepaneBTHUUECKOM
103€ MPEJHU30JI0HA, CHIKEHUH CPETHUX Y MaJIbIX 03 JI0 TIO/IEPKUBAIOIIEH 03Bl CUCTEMHBIX TJTIO-
KOKOPTHKOCTEPOUIOB OCTAIOTCSI IO CUX TIOP AUCKYTaOEIbHbIMHU.

WTtak, Ha MPOTSKEHUM BCEro Mepro/ia CYIIECTBOBAHUS YeJIOBEKa My3bIpYaTKa OCTAETCs OIHUM
U3 3araJJOuHbIX 3a00JIeBaHUI, K KOTOPOMY JJO CETOIHSIIHErO JHS He oclladeBaeT MHTEpeC YUeHBIX,
uccreioBaTeNiel M KJIMHUIKMCTOB BCEX CTPaH MUPA.
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Mo cTpaTuBHBIA MaTePpHaJ

Pucynoxk 1.1. Hukonbckuii I1. B. (1858—1940), 3aBeaytomumii kadeapoit 1epMaToBeHEpOIIo-
MY METUIIMHCKOTO (pakysbTeTa yHUBepcutera B I. PoctoB-Ha-/IoHy, A. M. H., mpodeccop.

Pucynok 1.1
Pucynok 1.2. IapnoB C. T. (1897—1971), HayanbHUK Kageapbl KOXKHBIX M BEHEpUYe-

ckux 6ones3Heit Boenno-menurackon akagemuu (1940—1968), unen-koppecniongenr AMH CCCP
(1950), renepan-maiiop MEAULIMHCKOMN CITykOBI, . M. H., Ipodeccop.
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Pucynok 1.2

Pucynok 1.3. Crares [1anosa C. T. B xxypHane «Archiv f. Dermatologie u. Syphilis»: nepsas
CTpaHUIIA CTaThH (@) U PUCYHOK, OOBSICHSIONINIA sIBJICHUE akaHTom3a (b).
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Pucynok 1.3, a
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ve Mot eines Pom s

Jiellon der Stachelschicht,

Pucynok 1.3, b

Pucynok 1.4. PucyHok Tzanck A. Cxemarmueckoe M300pakeHHE YPOBHEH OOpa3OBaHMS
My3bIpeii MpH Iy3bIpyuaTke 1 repreTucopMHOM AepMarute [ljopuHra.
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Par contre. la structure méme de la bulle est profondément différente

dans les deax eas (fig. 16).

Diihring Pemphigus

——

Fic. 16. — Sehéma de la disposition des lésions dans [a maliadie Jde Dithring
et dans le pemphigos.

Pucynok 1.4

Pucynok 1.5. Pucynok Amagai M. (2002), 0OBACHSIIONIMIA IeCMOIIENH-KOMIIEHCATOPHYIO
TEOpUI0 00pPa30BaHUsI MMy3bIPEid MTPU My3bIpUaTKe.

19



H. I1. Terumok, H. B. Maxuena, JI. B. Benenkas. «AyroummyHHas my3bipuyaTka. OT UCTOKOB Pa3BUTHSI 10 HAIIUX JHEH»

A, Pemphigus foliaceus

jeacell 7\

D
Superficial skin blisters MNo mucosal lesion
B. Mucosal dominant pemphigus vulgaris

Mucosal erosions
C. Mucocutaneous pemphigus vulgaris

d— anti-Dsg1 IgG -——"’X

GD 4— anti-Dsg3 g @)
’&% o ' 9 elsws
Deep skin blisters Mucosal erosions
Skin Mucous membrane

Pucynok 1.5

Pucynok 1.6. llexnakos H. /1. (1918—1990), 3aBenyroiuii otaenom Mukonoruu LienTpab-

HOI'0 KOXKXHO-BEHECPOJIIOT'NYECKOI'O UHCTUTYTA, O. M. H., HpO(I)CCCOp.
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PucyHok 1.6

Pucynok 1.7. Mamkunieiicod A. JI. (1928—1997), 3aBeyronuii kaeapoii KOXKHBIX U BEHe-
prdeckux Oosie3Heir MOCKOBCKOTO MEIUIIMHCKOTO CTOMATOJIOTMYeCKOro MHCTHUTYTA, WIeH-Koppe-
crnioHieHT Poccuiickoii akageMuu eCTeCTBEHHBIX HayK, 1. M. H., ipodeccop.
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Pucynok 1.7
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