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IIpeaucaoBue

Ha nporsxkeHnn Bcero mepuoja CylECTBOBAHUS 4YeEJIOBEKA
My3bIpYaTKa OCTAaeTCsl OMHUM M3 CaMbIX 3araJlo4HbIX 3a00J1eBa-
HMI, K KOTOPOMY JI0 CETOfIHSIIIHETO HS He ocla0eBaeT nHTepec
YUYEHBIX, UCCIIEA0BATENIEN U KIIMHULMCTOB BCEX CTpaH Mupa. 13-
BECTHasl ellle co BpeMeH [ urnmokpara, oHa pe/CcTaBiseT coOoi
YHUKAJIbHYIO MOJEJIb 110 U3YYEHUI0 Ay TOMMMYHHBIX ITPOLIECCOB,
KOHEYHOM LIEJIBI0 KOTOPOU ABJIAETCS CO3JaHUE CrieqpUIECKOn
TeparuH.

3a nocneJHue eCTb-CEMb IECATUIIETUH CIEJIaHO HEMAJIO OT-
KPBITUI B 00/1aCTH U3YYEHHS STUOJIOTHH, NTATOreHe3a U JICUeHHU I
AyTOMMMYHHOM ITy3bIpyaTku. Bersasnensl criergpuueckue 1gG-
ayTOAHTHUTENA K AaHTUT€HaM JECMOCOMAJIBHOTO alapara MHOTO-
CJIOMHOTO TUIOCKOTO 3nuTenus. OnpeeneHsl MUILEHH, BXOIA-
1Y€ B COCTAB CUCTEMBI IECMOCOM, — pa3Hble MOJIEKYJIbl air€3UN
Y NINKOIIPOTEVHBI.

TexHonornyeckass peBOMIOLMSA, COBEPILIMBUIAACA B JAMArHO-
CTHKE ayTOUMMYHHBIX OYyJIJIE3HBIX J€PMATO30B, O3BOIMIA JU(]-
(bepeHIpPOBaATH Ay TOMMMYHHYIO ITy3bIPUYaTKy OT IPyrHuX Oysuies-
HBIX J€pMaTO30B.

D1noxa OTKPbITUS [TIIOKOKOPTUKOCTEPOUIOB B MEIULIMHE TI03-
BOJIWJIA COXPAHWUTh KU3Hb MALIMEHTOB, CTPAJAIONINX TaKUM Ts-
KEJIBIM 3a00/IeBaHMeM, MPOTEKAIONIMM, Kak MpaBuio, Ha (o-
HE OTATOILEHHOTO COMATUYECKOro aHaMHe3a. Eie 1o cepeauHel



IIPOIIIOrO CTOJIETHSI, IO SPbI TIITIOKOKOPTHKOCTEPOUIOB, 3a00J1e-
BaHME, KaK U3BECTHO, 3aKaHYMBAJIOCH JIETAJIbHBIM HCXOIOM.

Jlo cux mop CUCTEMHBIE TTIIOKOKOPTUKOCTEPOUIHBIE TOPMO-
HBl OCTAlOTCS OCHOBHBIMU (0a30BBIMM) IMpernaparaMu, Kynupy-
IONMMUA AKTUBHbBIC TPOSIBJICHUS AyTOMMMYHHOU ITy3bIpYaTKU
¥ He UMEIONIMMU a0COMIOTHBIX MPOTUBOIMOKA3aHUI TPU WX Ha-
3HayeHnu. OIHAaKO, KaK MOKa3bIBAET MHOTOJIETHUH OIIBIT, yCIIe-
XH, JIOCTUTHYThIE B MEPBOHAYAILHOM TMOJABJIEHUM ayTOUMMYH-
HOT'O TIPOolIecca, pe3yIbTaTOM KOTOPOTO SIBJISIETCS KIMHUYeCKas
pemMuccust 00JIe3HU, MOTYT ObITh YTPAYeHbl B TEUCHUE TaJTbHEH-
111ero HaOJTIONICHY S M BeJICHU I TTAllMeHTa Ha aMOyJ1aTOPHOM yPOB-
He. [loaTomMy posib KJIMHUIIMCTA B JKU3HM KaXAOTO MallMeHTa
Ha JIIOOOM 3Tarle pa3BUTHsI U TeYEHUs ero OOJIe3HU He JIOIKHA
ocabeBaTh, a JIUIIb HEYKJIOHHO TPUOOpeTaTh (DyHKIIMOHATBEHYIO
3HAYMMOCTb M BUPTYO3HOCTh B MCKYCCTBE BpaueBaHUs, UTOTOM
KOTOPOH SIBJISIETCSI COXpaHEHHE JUTUTEILHON KJIMHUYECKON pe-
MUCCHU OO0JIE3HU, aKTUBHOTO 00pa3a XU3HHU U COITUAILHOTO CTa-
Tyca nanpeHra. Bce 310 qocturaercs 3a cueT MHANBUAYAIBHOU,
MPABUJILHO MOJOOPAHHOW MUHMMAJIBHOM TTOJJICPKUBAIOIIEH J10-
3bl CHCTEMHOTO TJTIOKOKOPTHKOCTepoua. JImiTenbHOCTh TpreMa
J03bl TIPEJHU30JIOHA TIOC/E KaXJOr0 €€ CHYKeHUs UHAUBUIY-
aJIbHA ¥ 3aBUCHT KaK OT OOIIEro CaMOYyBCTBUS M 00pa3a KU3HU
MalyeHTa, Tak U OT COMYTCTBYIOLIEH COMAaTUUECKOW MaTOJIOTUr
U psiia paKTOPOB, CIIOCOOHBIX BBI3BATH OOOCTpPEHUE OOJIE3HU.

KHnura nipencrapisier coO0M KJIMHUYECKUI U HAYYHBIN TPYIL,
HAKOIJICHHBIY B TEU€HUE MHOTHX JIECATUIIETUI TPOdeCcCUOHATb-



HOM KM3HU aBTOPOB, C 3J€MEHTaMH MCTOPUYECKOIO pakypca
W pe3yJabTaTtaMu psifa (pyHIAMEHTaTbHBIX MCCIEOBAHUI B 00-
JIACTU TIO3HAHUS CYITHOCTH UCTUHHOM (ayTOMMMYHHOM) ITy3bIp-
YaTKH.

[TpeacraBneHsl onucaHUs KJIACCUYECKUX U peakux ¢hopm
AYTOMMMYHHOM ITy3bIpYaTK{, IPUHLMIBI JUATHOCTUYECKOTO
MOJX0/Ia ¥ TIPOBOJVMMBIX JIEYEOHBIX MEPONPHUATHIA B YCIOBH-
SIX CTalJMOHApa U MOJMKJIMHUKA OTEYECTBEHHOI'O 3[JpaBOOX PAHE-
HHs1. HeoOXomumo OoTMEeTHTh, UYTO Ha HACTOSIIIEM STare pa3Bu-
TUS MEJULIVHBI [IPEOJOJICHUE ITPOrPECCUPOBAHUS AyTOMMMYH-
HOW ITy3bIPYaTKU U JOCTHKEHUE JIMTEIBHOU €€ KIMHUYECKOU
PEMHUCCHU — 3TO PEaIbHOCTh. A BKJIIOUEHHE MOJIEKY/IsIPHO-OMO-
JIOTUYECKUX METOJIOB MCCJIEJOBAaHNS B U3y4YeHHUE aTO(U3NOIIO0-
TMYECKUX TPOIECCOB MPU JAaHHOM OYJUIE3HOM AepMaTo3e Mpu-
OIMKaeT HaC K T€eHEeTUYECKOMY YPOBHIO U CO3/JaHUIO TIEPCOHM-
(pyLpOBaHHOTO MOIXOAA B JIEYEHUM CTOJIb YTPOKAIOILETO IS
KU3HU 3200J1€BaHU.

ABTOpBI BBIPAXAIOT TTyOOKYI0 HaAEKIy, U4TO MOHOrpadwus
BBI30BET MHTEPEC U CTAHET IOJIE3HOW HACTOJIBHOM KHUIOU IS
NPaKTHUKYIOLLEro Bpaya 1 ucciiejoBarelieid, paboTaroiux B oona-
CT UMMYHOIIATOJIOTMM U ayTOUMMYHHBIX ITPOLIECCOB.

JlaHHOE M37aHME PYKOIMCH HE IPETEeHyeT Ha MCYEpIbIBa-
IOLMHI TPYJ, OHO JIMIIIb OXBaThIBAET Ty MAJIyI0 YacTb Hay4HbIX
JOCTHKEHHI, KOTOpast CIOCOOHA MPUOTKPITh YUTATENIO «3aHa-
BEC» CJIOKHOTO MEXaHU3Ma BOSHUKHOBEHUSI U TeUeHH ST OOJIE3HHU.
[NocnenoBatenbHO yriTyOJIeHHOE N3yYeHHe MMMYHOIIATOIOTHYe-



CKOrO Mpoliecca ayTOMMMYHHOW My3bIpYaTKU Ha MPOTSKEHUU
HE OHOTrO JIECATKA JIET — 3TO APKUM IPUMEP Japa YYEHUYECTBA
Y MPEEeMCTBEHHOCTU MHOTMX TMOKOJIEHWI YYEHBIX U KJIMHUIIU-
CTOB, UTOTOM PaOOThl KOTOPBIX SIBJISIOTCS PACHIMPEHUE KJIMHU-
YECKOro Kpyro3opa 1 BHEJIpeHHE HAyUHbIX JOCTUKEHUM B IPaK-
TUYECKOE 3/IPAaBOOX PAHECHUE.

ABTOpBI BBIpAXaOT TTyOOKYI0 NMPU3HATEIBHOCTh U UCKPEH-
HIOIO OJIar0APHOCTH BCEM YUEHBIM U KJIMHUIMCTAM OT€YEeCTBEH-
HOW MeJMIIMHBI, BHECIITUM 3HAYUTENIbHBINA BKJIA B 00JIACTh U3Y-
YEHUs1 ayTOUMMYHHOM ITy3bIPYaTKH.

Mockea, gpespane 2016 2.
Hamanaus Buxmopoerna Maxnesa
Hamanus Ilasnosna Tennrok
Jhoomuna Bsuecaasosra bBeneuxasi



I'nasa 1.

KpaTtkue ucropuyeckue cBeaeHUs
0 mpoueccax nmo3HaHusl
HCTHHHOU CYIIIHOCTH
AKAHTOJHMTHYECKON IMy3bIPYaTKH

3a0oneBaHUs KOXKHU, XapaKTEPHBIM MTPU3HAKOM KOTOPBIX SIB-
JsieTcsl My3blpb, U3BECTHBI CO BpPEMEH ITyOOKOH [IPEBHOCTH.
«I'pedecknii» mepuon pa3BUTHS MEAMLIMHBI, Bek [wurrmokpara,
[lepukna, ®Pugus, Cokpara, [Inatona u Apucrorens, ['eponora,
dykngnna, Codoxita 1 Aprcroana, Halesl CBO€ OTPaXkeHUe
u B ucropuu ny3sipuatku [Ilorekae H. C. ¢ coasr., 2012].

['unmokpat (460—370 JsieT 10 H.3.) NEPBBIM OTAETUI MEAU-
LMHY KaK OT PeJIMIUM, TaK U OT puocopuu 1 ykaszai ajisd Hee
MyTh KJIMHUYECKUX HaOMONCHWI, MPEICTaBUI JOBOJBHO TOY-
HOE OMMCaHKE HEKOTOPbIX OOJIE3HEN KO M MHOTUM J1aJl Ha3Ba-
HUS, KOTOPBIMH MBI IT0JIb3YeMcA 110 HacTosuiee Bpems [ Hukomb-
ckuit I1. B., 1928]. OH nucan o nopaxkeHusIx KOXH, yCTpallan-
nmx B30p (pityroi pemphigoides), 1 BriepBble TPUMEHWUIT CJIOBO
niemwuryc (ot rpedeckoro ITeplE — Bo3BbIIIEHHE SMUAEPMUCA,
3aroyiHeHHoe Xk uAKOCThI0) [KaprameiieB A. U., 1963]. OnHako
3aboJieBaHKe, Ha KOTOpoe yKa3biBasl [ MoK paT, HOCKIIO Ce30H-
HBIM XapakTep U He ABJIUIOCh UCTUHHBIM nemdurycom [Mar-



kuyercon A. JI., 1959].

Mamncypos H. I1. (1863), Ha ocHoBaHuu uccienoBanuii Hebra
F., obparii BHUMaHWe Ha 1o, 4to ITeu@lE, a takxke IMougol
1 T[Moupoluyeg 00603HAYATM HE TOJBKO BO3BBIIICHHE «KOKH-
LbD» (3MUAEPMHUCA), HO U IIPOCTPAHCTBA, 3ANIOJIHEHHbBIE BO3.Y-
xoM. MIHTEpecHO Takke, 4TO APYroe 3HaYE€HUE ITUX CIIOB — «JIy-
ma» (gpixanve) wim «ayx» [Mancypos H. I1., 1863; Illekna-
koB H. JI., 1961].

Bpems Besmkoro nepecesieHus HApOJOB COBEPILEHHO 3aTOP-
MO3WJIO Pa3BUTHE HAYKX BOOOIIE ¥ MEUIIMHBI B YACTHOCTH, KO-
Topsie Bo3poxaaiotcs y apado (IX, X, XI u XII BB.). ApaGckue
yUyeHble MepeBed Ha apaOCKUil SI3bIK COUYMHEHUS I'PEUecKHX
¥ JIATUHCKUX MHUCATeJIeN, B TOM YUCIIE U MEJIMLMHCKUE, U CaMU
BHEC/IM B HayKy HOBbIe HaOmonenus [Hukonsckwmii I1. B., 1928].
Tak, AOy-Aimu-MoH-Cuna (ABunenHa) (1020) ormeuan, 4ro
«TIpBIIIM OBIBAIOT BOJSIHBIE, KaK (HAIpUMep) BOJABIPU, U BO3-
JylIHble, Kak (Hanpumep) ny3sipu» [Illeknakos H. 1., 1961].

Ho XVI B. nem¢uryc paccMaTpuBajcs Kak HEOObIYHAsT pas-
HOBUJHOCTb JIPYTHX JAE€pPMATO30B, U B €BPOIEUCKOM JIMTEPATY-
pe CpeIHMX BEKOB OTCYTCTBOBAJIM YKa3aHUs Ha 3TO 3a00/IeBaHue
[Mamxkwmmrericon A. JI., 1959].

[lepBoe KJIMHWUYECKOE ONUCAHWE ITy3bIPYATKH, BEPOSATHO,
npunamnexut Koenig S. (1681) u3 bepna. OH coodumi o ciy-
Yyae pa3BUTHS T'€HEPAJIM30BAHHOIO ITy3bIPHOTO 3a00JIeBaHUS
y KEHIMHBI B BO3pacTe 25 JIeT, JJIMTENbHOCTh KOTOPOro COCTaB-
JIJ1a BOCEMb MECSLIEB M KOTOPOE MPOSABIIAIOCh BOSHUKHOBEHHU-



€M ITy3bIpeil Ha HeM3MEHEHHOM KOXe C COMPOBOXKIACHUEM TOK-
cryeckor peaknuu. OIHAKO HA3BAHUS 3TOMY 3a00JIEBAHUIO OH
He jgai [MamkwiericoHn A. JI., 1959; Ilexknakos H. /1., 1961].

Francois Boissier de la Croix de Sauvages (1760) nepBbiM
BKJIIOUMJT pemphigus B KiaccupuKamio 3a0071eBaHUN KOXU.
OIHAaKO KJIMHUYECKUE TPU3HAKY PA3IMIHBIX OYIJIJIe3HBIX JIepMa-
TO30B, MPEJICTABJICHHBIX UM, HE COOTBETCTBOBAJIM MTPOSIBJICHUAM
00JIe3HU, U3BECTHOM Ha CETOHSIITHUI IeHb KaK UCTUHHASI aKaH-
TonuTuyeckas myssipuarka [Mamkumeiicon A. JI., 1959; Ille-
kiakoB H. /1., 1961]. Y numms B 1791 r. Wichmann 1. E. npencra-
BUJI ONTMCAHUE My3bIPUYaTKU MOJ] Ha3BaHUEM «pemphigus» U BbI-
CKa3aJl MHEHHE, UTO My3bIpUaTKa BCeraa sBJIsAeTCs XpOHUYECKUM
3a0ojieBaHreM. B cTaThe Oblla TpeacTaBieHa UCTOpUst OOJIE3HU
MYXYMHBI B Bo3pacTe 60 JieT ¢ mopaXeHueM CIM3UCTHIX 00010~
YeK TMOJIOCTU PTa U KOKHBIX TIOKPOBOB B BUJIE My3bIPHBIX BBICHI-
naHuid 1 3po3uii. Cnyctsa 15 MmecsieB oT Havasaa 3a00JeBaHUS
oompHOM ckoHuasicd [Illexnakos H. 1., 1961].

B XVIII u XIX BB. Ha NPOTSKEHUU BCEro MEPUOAA UCCIIE-
JIOBaHUsl MY3bIPYATKU TPeJIarajiuch pa3jinuHble Kiaccugpuka-
1um 3a6oneBanus [Kaprampimes A. U., 1966; [lleknakos H. 1.,
1961]. Tak, Willan P. (1797) Beigensin tpu popmbl Iy3bIp-
HBIX 3a00neBanuii: pemphigus vulgaris, contagiosus u infantum.
Hemuoro panee Plenk 1. (1783), mpennarasi cBOW0 KJjiaccu-
(pukanmio 1epMaTo30B, BHIAEISAT U UYETBEPTHIA KJIAcC TMOJ Ha-
3BaHUEM «MeM(UTMHO3HOE BbIChIMaHUE Mmy3bipeit». Wilson E.
(1808) ormeuan Tonbko pemphigus acutus, pemphigus chronicus



u pemphigus gangrenosus. Takum o0pa3om, K Hauayy BTOPOU
nosoBuHbl XIX B. cymecTBoBaJIO 40 97 pa3inyHbIX (HOpM ITy-
3bIPYATKH, BbIJIEJICHHBIX HA OCHOBAaHUHY KJIMHUKO-MOPQOJIornye-
CKMX IPU3HAKOB 3a00JIeBaHUIl, OCHOBHBIM MPOSIBIIEHUEM KOTO-
pbix siBJsiics my3bips [Illexnakos H. 1., 1961].

B 1844 r. Cazenave P. ommcan skconmaruBHyo ¢op-
My my3bipuarku (pemphigus foliaceus). A B 1860 r. Hebra
F. Bbimemsi aBe (pOopMbl UCTMHHOM My3bIpuaTKu: pemphigus
vulgaris u pemphigus foliaceus. Hebra F. ormeuan, uto teve-
Hre pemphigus foliaceus Gonee Tsken0e, COMPOBOKIAETCS OT-
CJIOMKOI 3MuAepMHUCca AaJible OT EPBOHAYAIBHOIO Ovyara rnopa-
JKeHUs1, OOHakkasi KPaCHyI0, MOKHYILYIO TIOBEPXHOCTb COCOYKO-
BOTO CJIOSI IEpMbI, U BCErja NMpUBOJAIIee K rmOean OOIBHOIO.
Pemphigus vulgaris, no muenunto Hebra F., moxer conmpoBox-
JaThCsl MOJHOM SMUTEIU3alMel 9po3uid, BO3HUKIIMX Ha MeCTe
IY3bIPHBIX BBICBIIIAHUM, U B PAJE CIy4aeB 3aKaHUYMBATbCS Bbl-
3noposiieHreM [Kapramsiiies A. U., 1963, 1966].

B 1881 r. Auspitz H. BBen noHsATHE 00 aKaHTOIUTHUYECKUX
Ny3bIpsIX, IJIABHOM NMPUYMHOW KOTOPBIX SIBJISIETCSl HapylleHHe
IIPOYHOCTU SMHUTENUA B peE3YJIbTaTe BO3JIEMCTBUSA BHYTPEHHUX
M BHemmHuX (aktopoB. B cBoeit padore Auspitz H. oOpatwn
BHUMAaHUE Ha JIOKAJIM3ALMIO ITy3blpei B MAJILIIUTMEBOM CJIO€, HaJl
6a3aJbHBIM U 10J] POTOBbIM; OTCYTCTBHE BbIPAKEHHON BOCHAJIM-
TEJbHOM peaklMu B Havaje 3a0oJieBaHus; BblIEIMI 3a00s1eBa-
HMSI, IPY KOTOPHIX 0Opa3oBaHMeE IMy3bIpel HOCHJIO TOJBKO BOC-
naguTenbHblid xapakrep [Auspitz H., 1881].



Benckas mikona, Bo miaBe ¢ Hebra F. (1876) u Kaposi M.
(1896), He nmpuzHaBaia pemphigus acutus Kak ocTpyio ¢hopmy
UCTUHHOM my3bipyaTku. Kaposi M. Takke BbICKa3blBal MbICIb
0 TOM, 4TO Bce (DOPMBI ITy3bIPYATKHA MOT'YT TPaHC(POPMHUPOBATH-
cs1 ogHa B apyryio [Kapramsies A. 1., 1966; llleknakos H. /1.,
1961; Hebra F., 1876; Kaposi M., 1896]. CrycTsi mouTH /iBa CTO-
JieTus1 3To HaOmoAeHue ObLJI0 OOOCHOBAHO U MOATBEPKAECHO UM-
MYHOJIOTUYECKMMU UCCIIEIOBAHUSAMMU.

B 1884 r. Duhring L. A. BbIAeIWI U3 IpynIbl My3bIpYaTKU
reprneTipOPMHBIN JEPMAaTUT KaK CaMOCTOsTeNbHOe 3a00seBa-
HUE, XapakTepusyouieecs nomuMopgu3Mom ceinu. A B 1886 T.
Neumann I. npeacraBun onvicanue TpeTbel KIMHUYECKOU (pop-
MBI Iy3bIpYaTK — pemphigus vegetans.

B auBape 1894 r. Ha V cbe3ne pycckux Bpader Hukomb-
ckum I1. B.! 6pUT0 mpecTaBieHo MepBoe COOOIeHe 0 MeXa-

! Iemp Bacunvesuu Huxonvckuti (1858—1940) poouncs 1 cenmsiops 1858 e.
6 Yemanu Tambosckoli eybepruu 8 cemve ceésennura. Iocae oxonuanust Tamoo8ckol
OYXOBHOU CeMUHApUU «no nepeomy paspsdy» 6 1877 2. nocmynun Ha MeOUUUHCKULL
gaxyremem Mockoeckoeo ynueepcumema. B caedyrowem 200y on nepesencs na Il
Kypc meduyunckozo axyavmema Kuesckozo ynusepcumema um. Cesimozo Baadumu-
Pa U OKOHUUN €20 CO CMeNnenvlo «aekapst ¢ omauuuem» (Ounaom 3a Ne770 om 9 anpe-
as 1885 2.). Ilocae okonuanus opouHamypvl npu «KAUHUHECKOM OMOeNeHUU HAKOiC-
HbIX U cuuaumuueckux oonesmeli» Ha 6ase cvintozo omoenerust Kuesckozo goerrozo
20cnumans no npedcmaeneruto npod. M. H. Cmyxogerrxosa Obin uzopar gpaxynvme-
MOM 8 CHUNEHOUATbL CPOKOM HA MPU 2004 051 NPUOMOBAEHUSL K NPOECCOPCKOMY
3eanuto. B 1896 2. Huxonavckuii I1. B. 3auumun 00KmMopcKyio OUccepmauiuio Ha me-
My «Mamepuanet no usyuenuro pemphigus foliaceus Cazenavi», ¢ Komopoii énepgvie
npeocmasun ONUCAHUe MeXaHUMeCKol omceaoliku snuoepmuca npu nyzvipuame [1ny-
xernvkuit b. T. ¢ coasm., 2003; Topcyes H. A., 1953]. B 1899 2. Huxonvckuii I1. B.



HUYECKHU BBI3bIBAEMOM OT/IEJIEHUU POTOBOrO CJOSl SMUIEPMHU-
ca y OONBHBIX JIMCTOBUAHOW My3bIpyaTkol (puc. 1.1). Briocnen-
CTBUM (peHOMEH MEXaHWYECKOM OTCIONKH SMUIEPMHUCA KaK Baxk-
HEWINA JMarHOCTUYECKUIA TPU3HAK My3bIpYaTKu ObLT BIIEp-
BbIE UM MOAPOOHO OMKCaH B JOKTOPCcKOU aucceptaiyu (1896),
a TaK)Ke B €r0 OTEYECTBEHHBIX CTAThSIX M 32 PyOEIKOM, B JKypHaJe
Bul. de la socie’te france de derm. et de syph. (1898).

B 1900 r. na Il koHrpecce nepmaronoros B [Tapmxe Hukomnb-
ckuit I1. B. mponeMoHCTprpoOBaa CUMIITOM MEXaHUYECKOU OT-
CJIOMKY 3MUIEpMICa U Ha BUIMMO HEM3MEHEHHOW KOXke OOIb-
HBIX, CTPAIAIONINX My3bIPYaTKOM.

B cBoeii nuccepraiioHHOM padoTe U MOCIeAYIoIIUX PyKOBOI-
ctBax «bosnesnn koxu» (1923, 1927, 1930) Hukonbckuii I1. B.
OIMKCHIBAT [ABA BapHaHTa CUMIITOMA, XapaKTEPHOIO ISl My3bIp-
YaTKU:

Pemphigus foliaceus Cazenavi (ommcan KazeHaBom
B 1844 r.) xapakTepusyeTcss MajoO HaNPSHKEHHBIMHU
MY3BIPSMU C BSJIO MOPIIMHUCTON MOKPBIIIKOH, CIOMCTHIMU
Ny3bIpIMA U KOPKaMH, TOJOOHBIMH CJIOGHOMY TECTy
WIN 00JaTKaM, OTCYTCTBHEM COBEpIIEHHON pereHepanuu
SMUAEPMUCA HAa TOPAKEHHBIX MeCcTaX U OCOOEHHO,
N0 MOUM HaOMOAEHUSAM, OCIa0JeHUEeM CBSI3U MEXKIY
CloAMHU  amuepMuca (MeXAy PpOroBbIM M 3€pHHUCTHIM
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CJIOEM) Ha BCEH MOBEPXHOCTH KOXH, JakKe B MTPOMEXKYTKAX
MEKy My3bIpSMH M CCaJUHAMM, HA y4YacTKax IO BHUIY
COBEPIIIEHHO 3[I0POBBIX. DTO TOCJEHEE CBOWCTBO KOXH
OOHapyXuBaeTcsl AByMs criocodamu: 1) Mpu MOTATMBaHUU
33 pa3OpBaHHYIO MIOKPBILIKY IY3bIpAd MOXHO YOQIATb
pOroBOH IOKPOB Ha JaJeKoe IPOCTPAHCTBO, Jaxke
Ha KOXE TO BHIY COBEpIIEHHO 3[I0pPOBOM; 2) TIpu
TPpEHUU 370POBOM 1O BUAY KOXH POTOBOM  CJIOHN
JIETKO CXOIWT, OOHakasi eABa BJIAXHYI0 IOBEPXHOCTb
NOJIIeKAIIErO  (3epHUCTOrO) cilosd. biaromapsa Tomy xe
CBOWCTBY, npu pemphigus foliaceus mosy4aiorcst ccaauHbl
HE TOJBKO HAa MeCTax pa30pBaBLIMXCS Iy3bIpei, Kak
9T0 ObBaeT mnpu pemphigus vulgaris w pemphigus
vegetans, HO M Ha TaKMX MeCTax, IJie HUKOrJa He ObLIO
My3bIpel, TaK KaK JOCTaTOYHO HEOOJBIIOro TpeHus (Tpu
IABWXEHUU B TOCTEJM, TPU XOOpOe, MpU YeCaHuH),
YTOOBI TMOYYUTh OOJBINYI0 OTCJIOWKY POrOBOTO MOKPOBA.
[Tostomy npu onuchiBaeMol (popme OOHaKEHUs KOKH
JOCTUraloT 0coOeHHO Oomnblmx pasMepoB. OcrabneHne
CBSI3U MEXIY POTOBBIM U 3EPHHUCTBHIM CIIOSMU HEPEIKO
ylaeTcss ONpe/esIuTh yXe B HavyaJbHOM Iepuoje
OO0JIe3HH, KOrJa BbBICHIIAHUE Iy3bIPPKOB €Ile Camoe
HUYTO)KHOE M orpaHuueHHoe. [losTtomy ecrecTBEeHHO
AOIYCTUTh, YTO MMEHHO 3TO CBOWCTBO KOXHU SIBJISIETCS
IJIABHBIM M3MEHEHHEM, Ha (pOHe KOTOPOTO pa3BepThIBAETCS
BCsA TecTpass KapTwHa Oone3Hu. OnucaHHble (hOPMBI,
MO 3asBJICHUI0 HEKOTOPbIX ABTOPOB, MOTYT IEPEXOIUTh
ogHa B apyrywo. Tak, pemphigus vulgaris u pemphigus
vegetans MOTYT neperT B pemphigus foliaceus.



[locnennee siBjaeHME B MOCHEIYIOIMIEM HAILJIO WMMYyHOIa-
ToJIorMueckoe HayyHoe oObsicHeHune [MaxueBa H. B., Bernen-
kag JI. B., 2012].

Huxkonbckuit I1. B. He Tonbko nmpeacTaBul ONMCAHUE «MeXa-
HUYECKoro» cummnromMa nipu pemphigus foliaceus, HO 1 060CHO-
BJI 9TOT CHMITTOM: «pemphigus BooOIIie UMeeT CBOMM Haydallb-
HBIM U3MEHEHHEM OcJiabJieHHe CBSA3U MEX/1y IIaCTaMu SITUjIep-
MHCA, TO Ha OFPAaHMYEHHBIX YYacTKaX, Ha KOTOPbIX M 00pazy-
I0TCSI TIy3BIPH, TO, TIPU BBICIIIEH CTENEeHU ocnabieHus, Mo Bcen
MOBEPXHOCTHU KOXHU, IPUUYEM, KPOME Iy3bIPer U MPOUCXOASIIIX
U3 HUX CCaJMH, 00pa3yloTCsl CCaWHbI U HA yYacTKax IO BHIY
3I0POBBIX, HO IJIe POTOBOM IIACT yiKe c/lado CBSI3aH C MOJJIeka-
IEI0 TKaHbIO». YUYEHbII CUMTAJl, YTO B OCHOBE CUMIITOMA JIEXKUT
keratolysis universalis.

He menee BaxHou 3aciyroit Hukombsckoro I1. B., crasiero
OIHUM M3 OCHOBOIIOJIO)KHUKOB NCHXOEPMATOJIOTUU B 00J1aCTU
U3y4YEHUsI My3bIPUaTKU, SIBJISIETCS BISIBJIEHUE MPOBOLIMPYIOLINX
(pakTOpOB My3bipuyaTKU. B cCBOEM uccienoBaHMU OH MPOCIEANT
CBSI3b MEXK/Y TICUXMUYECKUM COCTOSITHUEM OOJIBHOTO U TeUeHHEM
My3bIPUaTKM: «...He Bcerna OblBaeT Maslo3aMeTHOEe Hadasio 0o-
ne3nu. MHoraa, Hao00poT, OHO OBIBAET OYpHBIM, UTO CIy4YaeTcs,
€CJTM HavaJTy O0JIE3HU MPE/IIIECTBYIOT KaKue-TiO0 CUIIbHBIC BITH-
AHUA ncuxudeckre (apgekTsl) i pusznyeckue (IIpocTya)».

B 1926 1. Senear F.E. u Usher B. onucanu cuaapom, npu ko-
TOPOM COYETAIMCh CUMITTOMbI KPACHOM BOJTYaHKU U Iy3bIpyart-
ku. HoBas kmmHMueckas popma Obuta Ha3BaHA IPUTEMATOZHON



Wi ceOopeliHou my3sipuarkoit (cunapom Cennpa — Atiepa).

B 1932 r. [TaBnos C. T. npogeMOHCTPUPOBAJ, YTO «SBJICHUS
aKaHTOJIM3a OOHAPYKMBAIOTCSl M HA YYaCTKaX COBEPUIEHHO 3J10-
POBOIi KOXKH, U4TO U 00yCJIaBIMBaeT 0Opa30BaHME HA HUX CHUMII-
toma Hukomnbckoro» (puc. 1.2) [Tlanos C. T., 1945].

B 1933 r. B Hemenkom xkypHaie «Archiv f. Dermatologie
u. Syphilis» ITaBmoB C. T. omybnukoBan crateio «K Bompocy
o cymHocTh (hpeHoMeHa HUKOIbCKOro Mpu JIMCTOBUAHOM My3bIp-
yatke» («To Essence of Nikolsky’s Phenomenon in Pemphigus
Foliaceus») (puc. 1.3). B cBoeii padore [1aBnor C. T. BriepBbie
OIKCAaJl MATOTUCTOJIOTMYECKYI0 OCHOBY cuMnToma Hukonbckoro,
NIPEe/ICTaBWII OMKMCAaHKE CBOEOOPA3HO U3MEHEHHBIX KJIETOK IIHIIO-
BAaTOTO CJIOs1, MOMYYMBIINX B JATbHENIIIEM HANMEHOBAHHUE aKaH-
TOJIMTUYECKUX. PaccyxaeHus aBropa o «Tak Ha3bIBa€MbIX aKaH-
TOJIMTUYECKUX MY3bIPSAX», O CYITHOCTH aKaHTOJIU3a COBPEMEHHBI
u npeactapisoT 6omnbiion uatepec. [lasnos C. T. Takxke oTme-
THJI, 4TO «Ha OCHOBAHWY JIAHHBIX JIPYTUX UCCIeJOBaTeN el U CO0-
CTBEHHBIX OT/ENbHBIX HAOMIOAEHUH MBI MOXEM OTMETUTh, UTO
(penomen Hukonbckoro nHorna HaOMONAETCS U TIPU APYTHX 3a-
O0JIeBaHUSIX. .., B TO BpeMsl KaK MpH JIMCTOBUIHON My3bIpyaTke
9TU HAOJIO/IEHU S SIBJISIOTCS TIPABIIIOM».

Mertonyka oOHapyKeHHS STUX KJIETOK, HA3BAaHHBIX AKAHTOJH-
THYECKUMU KJIeTKamu, Obuta pazpadoraHa Tzanck A. u Aron-
Brunetiere R. B 1947 r. AKaHTOMTUYECKUE KJIETKH, KOTOpPbIE
10 MMEHM aBTOpa WHOI/IA CTaaM Ha3bIBaTh KJeTKamu TIaHKa,
IpeAJIarajoch MoayydaTh C MOBEPXHOCTU SPO3UIA C TOMOLIBIO CO-



ckoba ckanbnenem (puc. 1.4).

OreuectBenHble yuensle Kpackmna H. A. u Crpong A. K.
(1955) BriepBbie puMeHnM GoJiee YIOOHOE M MeHee TpaBMa-
TUYHOE B35ITHE MaTepuasa jsl IUTOJOrMUECKOrO UCCIIEI0OBaHU S
C IOMOIII0 Ma3KOB-OTIIEUYATKOB CO JIHA IY3bIPEN 1 9pO3Uil peji-
METHBIM CTeKJIOM. BriepBble B3siTUE Ma3KOB-OTIIEUATKOB MPE/-
METHBIM CTEKJIOM MCITOJIb30BaIM B 1942 r. oTeuecTBEHHbIE yue-
Hele [TokpoBckas M. I1., Makapos M. C. nipu IUTOIOrMYECKOM
uccliiefioBannu paneBoil mopepxHoctu. [lleknakos H. 1. (1958)
BIIEPBbIE TPUMEHWJ CTEPUITBHBIIN JIACTHK 17151 B3SITUS MaTepuaia
CO JIHA SPO3UI TIPH IMy3bIPUaTKE.

[MeknakoB H. M. (1960) Bbinenu Tpu a3bl B KIMHUYECKOM
TEUEHUU Iy3bIPUaTKU U B 3aBUCUMOCTH OT (pa3bl ee KJIMHUYe-
CKOTO TEUEHUsl MPEAJIOKUI UTOJIOTUIYECKYI0 JUATHOCTUKY 3a-
oosieBanus [Mamkwiericon JI. H., 1964; ITamaru Illeknakosa,
1990]. Cornacno uccrnenoBanusam Illeknakosa H. /1. B Hauab-
HOW (paze, MpeAlecTBYIONIEN PEUUANBY MOCIE PEMUCCUU, TIPU
IIUTOJIOTMIECKOM HCCIIeIOBAaHUM TIPeoOJalaloT HEeM3MEHEHHbIS
SMUTETUATIBHBIE KJIETKH, HO OOHAPYKUBAIOTCS U KJIETKU C KPYII-
HBIMM SIJpaMU U HEOOJBIIMM KOJIMYECTBOM IMTOILIA3Mbl (Tak
Has3bIBaeMble MepexoqHbie (hopMbl). Y OONBIIMHCTBA OOTBHBIX
TaK)Xe OOHAPYKUBAIOTCS] OJMTHOUHbBIE AKAHTOJIMTHUECKHIE KIIETKU
WM uX HeOoJbIKe CKoUleHus. B ¢aze penmauBa MosIBISIIOT-
C51 CIUIOILIHBIE «IIACThI», COCTOSIIINAE U3 AKAHTOJIMTUYECKUX KJIe-
TOK; HAOMIOAIOTCSI TUTAHTCKYE AKAHTOIMTUUECKHE KIIETKHU, «9Y-
JIOBUIIHbIE» U MHOTOsiiepHble. B mepuoa mpeuMyIiiecTBeHHOM



SNUTEIU3ALMUA KOJIUYECTBO AKAHTOJIUTUYECKUX KJIETOK YMEHb-
I1a€TCsl, OTCYTCTBYIOT «UyJOBUIIHbIE» U MHOTOSIIEPHBIE KJIETKHU,
HOSIBJISIIOTCS TIepeXoAHble (JOPMbI U KJIETKHM HOPMAJIbHOTO SMH-
TeJUS.

Ha V Bcecotoznom cbesne nepmatoBeHeposioros (1959) Ias-
noB C. T. u CamrioB B. U. npezcraBuim riryOOKMi aHATTU3 KJTU-
HUYECKUX (hOpPM MY3bIPUYATKU: «HE MOJICKUT COMHEHMIO, UTO
HEHTPAJIbHBIM 3BEHOM BCEl IpyIIbl OyJIE3HBIX IepMaTO30B SIB-
JISIOTCS Te 3a00JIeBaHusl, KOTOPbIE U3/1aBHA, UCTOPUYECKH, TIPU-
HSTO Ha3bIBaTh MY3bIPUATKON B TPEX €€ Pa3HOBUIHOCTSIX: BYJIb-
rapHOM, BEreTUPYIOIEH U JTUCTOBUIHOW. OOIIHOCTh 3TUX TpeX
(bopm, BcrieicTBIE EpeX0a OTHOM B IPYTYI0, OAMHAKOBOU MOP-
(ponorvueckoit OCHOBBI M psiia APYTUX MPU3HAKOB..., HU Y KO-
O HE BBI3BIBAET COMHEHHI». ABTOpaMu ObLT 0OOCHOBaHBI 00-
HIMe MPU3HAKU PA3JIMYHBIX KJIMHUYECKUX (DOPM Iy3bIPUYATKHU:
«OOIIMMY JTaHHBIMH, XapaKTepU3yOIIUMHU Bce TpU (pOopMBbI Ty-
3BIpPYATKH, ABJISIOTCS: 1) MoHOMOP(gHOCTH OYyJIE3HOrO Mopaske-
HUS KOKH C TOCJIEYIOIUM Pa3BUTHEM JIMIIb SBOJIOLMOHHOIO
noauMmopdusma. 2) HTpasnurenmantbHOe pacioNoKEeHUe MoJI0-
CTH My3bIpeil, 00pa3yIoluXcsi BCIEACTBUE SIBIEHHIA aKaHTOIN3A.
[locnenuuii ycTaHaBIMBAETCSl MIyTEM TUCTOJIOTMUYECKOTO MCCIe-
JOBaHUsI OMOTICHPOBAHHBIX CBEXKHUX ITy3bIpei WM MyTEM IUTO-
avardoctuky 1o Tuasky... 3) Tperbeil 0cOOEHHOCTBIO, TIPUCY-
el BceM TpeM (popMam My3blpUaTKU, SBJISIETCS UCKIIIOUUTENb-
HO TUIOXOM TTPOTHO3. . .»

[Ipu neranbHOM aHaIM3€e pasInyHbIX (hopM Iy3bipuaTku Ias-



jgoB C. T. u CamnoB B. . ormernnu, 4To npu BYJIbrapHOU
my3bIpuaTke CUMITOM HUKOIBCKOTO «BBISBISETCS . ..O00BIYHO
HE B HAYaJIbHOM IEPHOJIE, a JIMIIb B MEepPHOJIe TOJTHOTO Pa3BU-
THs 3a0071eBaHUsI», a pu cuHapoMe CeHupa — Aliepa — «Hero-
CTOSIHHO U CBOEOOpa3HO». B cBoeM Tpyne yueHble MOATBEpIr-
M OOHApyKeHUE aKaHTOJIM3a HA YYaCTKaX BUAMMO 3I0POBOU
ko rpu pemphigus foliaceus, KoTopblii 00yc1aBIUBaET CUMII-
TOM HUKOJIBCKOr0; COMOCTaBUIIA TUCTOJIOTUYECKHE U LIUTOJIOTH-
YecKue MCClieIoBaHusA. ABTOpaMH ObUIO BBICKa3aHO U OOOCHO-
BaHO TpeArosioxenue, urto cuHapom Cenupa — Armrepa (ce6o-
periHasi, UM SpUTeMaTo3Hasi, My3blpuaTKa) sIBJSETCS «CBOE0O-
pa3Hoi aOOPTUBHOU (POPMO¥ JTMCTOBUHOM My3bIpYaTKi». B Ha-
cTosilliee BpeMsl 3TO MPEAINOOKEHUE MOATBEPKICHO UCCIIeN0-
BaHMSAMU Ha YPOBHE JIECMOIJICMHOB M ceOOpeiiHast, WU SpUTe-
MaTO3Has1, Iy3bIpUyaTKa paccMaTpuBaeTCs Kak Majasi popma Jim-
croBugHOM [Amagai M. et al., 1999, 2000; Amagai M., 2002;
Challacombe S. J. et al., 2001; Jamora M. J. et al., 2003] (puc.
L.5).

Ha V Bcecoo3HoM che3sfie IepMaToBeHEPOJIOroB ObUIO BhICKA-
3aHO MPEATOJIOKEHUE O POJIM BUPYCOB B BO3HUKHOBEHUU ITy3bIP-
yatku [AkonisiH A. T., 1961; Illepoakos U. M., 1961]. Ognako
JI0 CETOJIHSIIITHETO JIHSI 9TO MPEANOoI0KEeHNE He MOTyYnIIO YETKO-
ro 00OOCHOBaHUSI.

Asbo-Hansen G. (1960) npenacraBuil onvcaHue CUMIITOMA
IpU My3bIpyaTke, CyTh KOTOPOIO 3aKJIIOUYAeTCsl B yBEJIUYEHUU
TUIOIIAAN ITy3bIpsl MIPY HAJABJIMBAHUMA HA €0 HEBCKPBIBIIYIO-



cs1 NOKpbIIKY. CUMIITOM He sIBJISIETCS TATOTHOMOHUYHBIM 151
WCTUHHOW My3bIPYATKU U BBI3BIBAETCS KAK MPU BHYTPUIMUIEP-
MaJIbHOM PACMOJIOKEHUU MY3bIPel, TaK U MPHU CyOnMuaepMaib-
HOHM UX JIOKAJIM3alMK. YUeHblid HaOMogal ero mpu Mmy3blpyuat-
ke, Oyne3Hom nemdurounsie JleBepa, 1ekapcTBEHHOM OyJUIe3HON
9K3aHTEMe 1 IMOOTMYECKON TaHTpeHe.

B cragum obGocTpeHusi My3bIpYaTKU KPYITHBIE ITy3bIPU TION
TSKECTBIO IKCCY/laTa MOTYT MPUHUMATh TPyIIEBUAHYIO (popMy,
«CHUMIITOM Tpyiln», KoTopelid onucan [leknakos H. II. B 1961 r.
[Topcyes H. A. c coasr., 1979] (puc. 1.6).

OuyeBUIHO, UTO KJIMHUYECKUE, [TUTOJIOTMUECKUE U TUCTOJO-
T'MYECKME U3MEHEHHUS HE BCEI/1a NMO3BOJISIOT BBICTABUTH OKOHYA-
TeJIbHBII IMarHo3 Mpu Mmy3blpuaTke. B cB3U ¢ 3TUM aKTyabHBIM
MpU MOCTAaHOBKE JMArHO3a IMy3bIpuaTKu sIBJsieTcs: MeTof (iio-
OpeCHMPYIOIIKX aHTUTe. MeTon (oopeciupyonmx aHTUTEN,
npegioxeHHpld B 1950 r. Coons A. u Kaplan M., Hamen mm-
pokoe npuMeHeHue B Hayke U npaktuke [Coons A., Kaplan M.,
1950; Weller T. H., Coons A. H., 1954]. B nepmaronoruu oc-
HOBHBIE UCCJIEIOBAHK I TPOBOJIMJIMCH TP SPUTEMATO3E, CKJIePO-
Jaepmuu, my3bipyatke, OymiesHom nemdgurouae [bytos 10. C.
c coaBrT., 1974; Peopuk M. C. c coasrt., 1973; Cepos B. B. ¢ co-
aBT., 1972; Tpodumona JI. 4., Kucenesa M. JI., 1973; Ilanomi-
HukoB O. K. ¢ coasrt., 1972; Ablin R. J., 1969; Ablin R. J.,
Beutner E. H., 1969; Ablin R. J. et al., 1969; Beutner E. H.,
1968; Cormane R. H., 1964].

[Ipu my3bipuaTke HEMPSIMBIM METOOM UMMYHO(ITIOOpECIIEH-



mun Beutner E. H. u Jordon R. E. (1964) B chiBopoTKe 0OJIb-
HBIX BYJIbTAPHOW My3bIPYaTKOW OOHAPYKWJIA aHTUTENIa, HaIlpaB-
JICHHbIE K AHTUTEHHBIM KOMITOHEHTaM MEKKJIETOYHOM CKJICUBa-
I0IIEN CyOCTaHIIMU MIUIOBATOrO CJI0sl. DTO HAOMIOIeHUE TIO3BO-
JIWJIO TIPEATNONOKUTh AyTOMMMYHHBIA MEXaHU3M Pa3BUTHS ITy-
3bIPYATKH, ONPENEIUTh JUATHOCTUUECKYIO U MPOTHOCTUYECKYIO
LIEHHOCTb 9TOro MeTofa. [lanbHeiliue HayuyHble UCCIIEOBAHMS
noATBEpAWIM 3TO Tipeanonoxenue [Beutner E. H. et al., 1965;
Beutner E. H., 1968; Chorzelski T. P. et al., 1966]. Cpenu nep-
BBIX OTEUECTBEHHBIX HCCJIeJJOBaTeNel, TPUMEHHUBIINX B pado-
Te MeToAbpl UMMYHOIoopecHieHIny, Obn Pomanenko I'. @.,
benenkas JI. B. u Exo H. 4. (1973—1977). mu npexacras-
JIEHa He TOJIbKO OIeHKa U Oe3yCJIOBHasl AMarHOCTUYeCKas IeH-
HOCTh MPSMOT0 M HEMPsIMOTO METOI0B MMMYHOIII0OOPECIeH-
IIUM, HO U MECTO, KOTOpOe 3aHUMAIOT 3TU MeTOAbl B audde-
PEHIMAILHOW TMAarHOCTUKE ayTOMMMYHHOU MYy3bIPYaTKU C JIPY-
rumu OyJUIe3HBIMH jiepMaTto3amu. B padorax Benerkoit JI. B.
v ['He3puukon 3. B. (1974) npogeMoHCTprpoBaHa BBICOKas TKa-
HeBas creliupUIHOCTD HUPKYJIMPYIONTUX Ay TOAHTUTEN K aHTUTe-
HaM MEXKJIETOUHOW CKJIeUBAIOIIEN CyOCTaHIIMM HE TOJBKO MHO-
TOCJIOMHOTO TIJIOCKOTO SMUTENNs, HO W snuTesus Tenel [acca-
Ji TUMYycCa 4YeJioBeKa M XHUBOTHBIX. B Hacrosimiee BpeMsi qua-
THOCTUYECKAsl U MPOrHOCTUYECKAs IIEHHOCTh METOAOB (ITPSIMOi
Y HENPSMOU ) UMMYHO]IIOOPECHIEHITMM HE TIOABEPraeTcsi COMHe-
Huto [MaxueBa H. B., beneukas JI. B., 2010; ®uunarpuk T.
¢ coanT., 1999].



Ha crnenyromuii rog mnocne myonukamum Beutner E. H.
u Jordon R. E. B 1965 r. Witebsky E. paspaGortan npusHaku
ayTOMMMYHHBIX 3a0oneBanuii: 1. OOHapykeHHe B CHIBOPOTKE
LUUPKYJMPYIOLIMX aHTUTEN WM (PUKCUPOBAHHBIX B TKAHSX aH-
tuten; 2. Hanruue cnienuduyueckoro aHTureHa, K KOTopomy Ha-
MpaBJieHbl 3TU aHTuTeNa; 3. [lonyyeHrne aHTUTeN K STOMY aHTH-
reHy B KcriepumenTe; 4. OOHapyXeHre MaToJIOTMUECKUX U3Me-
HEHUI COOTBETCTBYIOIIEW TKAHU aKTMBHO CEHCHOMJIM3MPOBAH-
HOT'O KMBOTHOTO, CXOJHBIX WJIM UAEHTUYHBIX U3MEHEHUSIM MpU
3a00IeBaHNN YEIOBEKA.

Takum 00pa3oM, ayTOMMMYHHBI MEXaHWU3M Pa3BUTHUS ITy-
3bIpUATKU ObUT OMpesieieH OKOHYATeJIbHO M HAvyaliCsl HOBBIM,
«MMMYHOJIOTUYECKUI» 3Tall B UCCJEJOBAHMHU MaToreHesa Iy-
3bIPYATKH.

CornacHo COBpEMEHHBIM UCCIIEJOBAHUSIM YPOBEHb AKAHTOJIU-
32 IIpU pa3InyYHbIX (popMax UCTUHHOM (ayTOUMMYHHOM) ITy3bIp-
YaTKU OOBSACHACTCS PACTIONIOKEHUEM JECMOTJIENHOB 1 1 3 B 31H-
JepMuce KOXKU M SMUTEINU CIIU3UCTON 00OJIOUKH TOJIOCTH PTa
[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) npenjioxui JecMOrIenH-KOMIIEHCATOP-
HYIO TEOpUI0 0Opa30BaHUs TTy3bIPEH TIPH ITy3bIpUYATKE, OOBIICHS-
IONIYI0 KJIMHUYECKHE OCOOCHHOCTH Pa3IMIHBIX (hopM 3ab0s1eBa-
HUS1 C yUETOM pacrioyioxkeHus1 JECMOIVIEMHOB 1 1 3 B anuaepmuce
KOXH M SMUTESTUH CIM3UCTON 00O0JIOUKH TOJIOCTH pTa (CM. pHC.

L.5).



Lanza A. u coagrt. (2007) noka3ajid, 4T0 CBIBOPOTOUHBIE aH-
TUTENIA K JAeCMOIJIEUHY | MpensTCTBYIOT OOpa30BaHUI0 HOBBIX
JIECMOCOM, a He HalpsMYI0 HApyIIAT AecMOoIjlenH 1 coaepxka-
IIMe CBSI3U, KOrja cTaOuiIbHbIe KOHTAKThI ke C(hOPMUPOBAHBI.

B koHiie 90-X rr. mponuioro CTojaeThsi AKTUBHO HA4JIOCh UC-
ClieIoBaHNe TeHeTUYECKON MPeIpacioio;KeHHOCTH K UCTUHHOM
(ayTOMMMYHHOI) My3bIpUaTKe, TaK Kak ObLJI0O OTMEYEHO MOBBI-
IIEHNe YacTOThl 3a0osneBaeMocTu y skuteneil Cpenn3eMHOMO-
pbsl, IPEMMYILECTBEHHO Yy eBpeeB amikeHasu [Mutasim D. F. et
al., 2005]. B Hacros1ee BpeMs BOIIPOC O CBA3M MUCTUHHOM ITy-
3BIPYATKH C OMPEIeIEHHBIMU aHTUTEHAMU TUCTOCOBMECTUMOCTH
He nojiBepraeTcsi coMHeHu10. OJIHaKo MCCIei0BaHU A, TPOBEJCH-
HbIE B Pa3HbIX CTpaHax, JEMOHCTPUPYIOT Pa3JIMYHbIE PE3YJIbTa-
ol [Bordel-Gémez M. T. et al., 2006; Lombardi M. L. et al.,
1999; Miyagawa S. et al., 2002]. Knaccudpukanus my3sipyar-
KU M OIKCaHKWE HOBBIX €€ KJIMHUYECKHX (pOpM MpOAOIIKAETCS
Ha MPOTSHKEHUU BCEeW UCTOPUM Pa3BUTHS OONE3HH.

[Ipennonoxkenne cBsa3u cunapoma Cennpa — Aliepa co 3J10-
KaueCTBEHHBIMU OMNYXOJsIMU BBICKa3biBaJl emie Tzanck A.
B 1947 r. npu onMcaHMM METOIMKH LIUTOJIOTMUYECKOTO UCCIIEI0-
BaHMs1. OJHAKO KJIMHUYECKU OOOCHOBAJM €ro MperoioKeHne
H. C. Ilorekaes u coaBT. (1964) B ctaThe «3710Ka4eCTBEHHBIE HO-
BOOOpA30BaHUS M BE3UKYJIO-OyJUIE3HBIE JIEPMATO3bI», ¥ HE TOJIb-
KO B oTHouleHuu cuHjapoma CenHupa — Amiepa, HO U APYIHX
(popm mysbipuatku. Anhalt G. J. u coat. (1990) Ha ocHOBa-
HUM KJIMHUKO-TTATOMOP(OJIOrMUECKUX U TUCTOXUMUYECKUX UC-



CJIEIOBAaHMIA BbIJICJIIIN MTAPAHEOIIACTUYECKYIO MTy3bIpUaTKy Kak
0co0y10 (popMy My3bIPUYATKH.

B 1975 r. Jablonska S. u coaBT. npeacTaBuiIM ornvcaHue rep-
nerugopMHou mmy3bipyatku. B 80—90-e rr. mporuioro cronetus
B IPYIITy ayTOMMMYHHOM Ty3bIpUaTKy ObLIM BKJIIOUEeHBI [gA-3a-
BHCHMas ITy3bIpUaTKa U HEUTPO(UIBHBINA [gA-3aBUCHMBIN JIED-
Mato3 [Robinson N. D. et al., 1999]. JlekapcTBeHHO-UHAYLIUPO-
BaHHasl My3bIpyaTKa Oblla BbIjIEIEHa B CAMOCTOSITENIbHYIO TPYII-
Yy, TaKk Kak ObUIO YCTAHOBJIEHO, YTO MPOBOIUPYIOIIUMU (DAKTO-
paMu TaHHOU (POPMBI Iy3bIPYATKU MOTYT SIBISIThCS D-IeHu1nII-
JIaMUH, a Takke Kantonpui, pypocemu, (peHaueTUH, NEHUIUII-
JIMH, TUONIPOHUH U TIpenaparbl CyJIb(pOHOBOIO psija, HalpuMep
narcoH [MaxneBa H. B. ¢ coasr., 2004; Maruani A. et al., 2008].

Ho cepenunbl XX B. BCE Cly4ad UCTUHHOM ITy3bIPYATKH 3a-
KaHYMBAJIMCh JIeTalibHbIM HcxojoM. Tak, Bpayne P. C. u Jleii6-
MaH B. U. (1953) Ha ocHOBaHUM M3y4yeHuUs1 MaTepuaia OOIbHU-
bl uM. T. B. Koponenko 3a 20 sieT npuium K BEIBOY, YTO OOJTb-
HbIE ITy3bIPYATKON MOrHOa B CPOKH OT 1,5 mecsieB 10 2 Jier.
HoBas spa B sieueHun my3bipyatku Havasnach 9.05.1950, ko-
roma Newman B. A. u Feldman F. cnenanu cooOuienue Ha 3a-
cenannu Jloc- AH/IKEIECCKOro IepMaToIOrUH4ecKoro oOIecTBa
00 yCHenIHOM JieYeHUH OOJBHOTO BETETUPYIOMIEH My3bIpUYaTKOM
KOpTU30HOM. B mione Toro ke roga Thorn G. W. u coaBT. uc-
NOJIb30BAJIM B Tepanuu OO0JbHOTO BYJIbrapHOM My3bIPYaTKOM aji-
PEHOKOPTUKOTPOITHBIM TOPMOH (KOPTUKOTPONUH) W KOPTU3OH.
B oreyecTBeHHOI JMTEpaType MepBbie COOOMIEHUsT 00 yCIien-



HOM NPUMEHEHUH aJPEHOKOPTUKOTPOITHOTO TOPMOHA U KOPTHU-
3oHa npuHajyiexan ['punvapy ®. H. u Eroposoii JI. E. (1955);
Kosnokonosort H. H. u llapanosou I'. 4. (1955). OnHako mu-
POKOTrO pacrnpoCTpaHeHusl JiedeHrue OOJIbHBIX alpEeHOKOPTUKO-
TPONHBIM FOPMOHOM He mnonyuuio. B 1950—60-x rr. nosiBu-
JIOCh HEMAJIO COOOIIEHU O BBICOKOW T€PAaNeBTHUECKOW aKTHB-
HOCTU TPEIHM30JI0HA U MPEAHU30HA M0 CPABHEHUIO C KOPTHU-
30HOM U a/IpEHOKOPTUKOTPOIHBIM ropMoHOM [Demartini F. et
al., 1955; Miller J. L., 1956; Philipp A., 1956; Rein C. R.,
Bodian E. L., 1956; Robinson H. M., 1955]. [lepBbiMu B oTeue-
CTBEHHOW MEAUIIHE YCIIEIIHbIE PE3YJIbTAThI JICYEHUSI UICTUHHOU
My3bIpYaTKU MpeHU3010HOM onyomkoBanu [lep M. U. u Marir-
kwuieiicon A. JI. (1958) (puc. 1.7). OgHako BOMpPOCH O Mak-
CUMAaJIbHOM TeparneBTUYECKOM J103€ MPEAHU30JIOHA, CHUKEHUU
CpPEeIHUX U MAJIBIX J103 JO MOJAECPKUBAIONIEH T03bl CUCTEMHBIX
[TIOKOKOPTUKOCTEPOUIOB OCTAIOTCS IO CHX MOP JUCKYTaOeIbHbI-
MHU.

Wtak, Ha MPOTSKEHUM BCETO Meproja CyIIECTBOBAHUS YEJIO-
BeKa My3bIpUyaTKa OCTAeTCs OMHUM U3 3araJJOYHbIX 3a00/IeBaHUIA,
K KOTOPOMY JI0 CETOAHSIIIIHETO JIHs He OclabeBaeT uHTepecC yJe-
HBIX, UCCJIEIOBATEJIEN U KIIMHUIIMCTOB BCEX CTPaH MUpA.



NasmocTpaTuBHBIN MaTepuaJl

Pucynok 1.1. Hukonbckwuii I1. B. (1858—1940), 3aBeayio-
Ml kadeapor IepMaTOBEHEPOJIOTMU MEIUIIMHCKOTO (DaKyJib-
TeTa yHUBepcuTeTa B I. PoctoB-Ha-/loHy, 1. M. H., mpodeccop.



Pucynok 1.1

Pucynok 1.2. Ilasmo C. T. (1897—1971), HavyaibHUK
Kadenpbl KOXHBIX U BEHEpUYecKUX Oosie3Hedt BoeHHO-menm-
uuHckon akagemuu (1940—1968), unen-koppecnionnenTr AMH
CCCP (1950), renepa-maiiop MEIUITMHCKON CITyXKOBbI, 1. M. H.,



npocpeccop.

Pucynok 1.2



Pucynok 1.3. Crarpsa [laBiosa C. T. B xxypHane «Archiv f.
Dermatologie u. Syphilis»: nepBasi cTpaHuiia cTaTbu (@) U pucy-
HOK, OOBSICHSIIOLLMI sIBJIEHHE akaHToau3a ().



Pucynok 1.3, a




Pucynok 1.3, b



Pucynok 1.4. Pucynok Tzanck A. Cxemarnueckoe n3oopa-
’KeHUe YpOBHEN 00pa30BaHusI My3bIpEl MpH IMy3bIpUaTKe v rep-
netuopmMHOM Aepmatute [opuHra.

Par contre. la structure méme de la bulle est profondément diffévente

dans les denx eas (fig. 16).

Diihring Pemphigus

.

Fic, 16, — Sehéma de la disposition des lésions daos Ia maladie de Dithring
et dans le pemphigos,

Pucynok 1.4



Pucynok 1.5. Pucynok Amagai M. (2002), oObsCHSIONIHIA
JIECMOTJIEMH-KOMITEHCATOPHYIO TEOPHI0 OOpa30BaHUsl Iy3bIpeit
IIPY MTy3bIpUYaTKe.
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Pucynok 1.6. llexnakos H. 1. (1918—1990), 3aBenytomuit
otzesoM Mukosioruu LIeHTpabHOro KOXKHO-BEHEPOJIOTMUECKOTO
WHCTUTYTA, 1. M. H., mpodeccop.

Pucynok 1.6



Pucynoxk 1.7. Mamkuiericon A. JI. (1928—1997), 3aBeny-
oA Kadeapor KOKXHBIX U BeHepuiecKux Oosne3Heir MoCKoB-
CKOTO METUITMHCKOTO CTOMATOJIOTMYECKOrO MHCTUTYTA, YJIeH-
KOppecrnoHJieHT Poccuiickoil akajieMyuy eCTeCTBEHHBIX Hayk, [I.
M. H., mpodeccop.



Pucynok 1.7
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