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PUOOPETEHHDBIN OYIUIE3HBIN AITUACPMOIINS:
CJIOKHOCTU JUATHOCTUKHU
B.W. Anb6aHoBa, M. A. HedbeoBa

®IBY «locynapCTBEHHbIN HAYYHbIN LEHTP fepmMaToBeHeponoru u kocmertonorun» MuHsgpasa Poccun
107076, r. Mocksa, yn. KoponeHko, a. 3, cTp. 6

Onucax cnyyan npuobpeTeHHOro 6ynne3Horo anuaepMonn3a y XXeHLwuHbl 45 net, cTpajatoLLei 3abonesaHnem ¢ 2,5 roaa.

B netcTBe HAa OCHOBAHWMM KNHWYECKOW KAPTUHbI 11 IaHHbIX TMCTONOMMYECKOro NCCNnel0BaHns eil 6bln NOCTaBMEH AUarHo3
repnetndopmHOro fepmaruta. llocne neprmoaa nosioBOro CO3PeBaHmMs, Koraa noMUMO KOXHbIX My3bIPHbIX BbIChbINAHNA
BO3HMKIIN NOPAXEHWE CNU3MCTON 060104KI NOSTOCTY PTa, AUCTPOGINS 1 OTCYTCTBIE HOTTEBBIX MMACTUH, KOHTPAKTYpa

[l nanbLeB KUCTeN, AnarHo3 Obin N3MEHeH B NOSb3Y AUCTPOGNYECKOr0 BPOXAEHHOI0 6Yne3HOro anuaepmosnmnsa, Yemy

HEe NPOTMBOPEYUNN AaHHbIE MOBTOPHOrO FMCTONOrMYECKOro NCCcneaoBaHuns KOXiI. G LeNbo yTOYHeHUs anarHosa B 2016 1.
6bina NpoBe/ieHa eLle 0fiHa 61ONCUA KOXN rofieHn. [laHHble CBETOBOW MKPOCKOMMUM COOTBETCTBOBASIN FEPNeTMOPMHOMY
JlepMatuTy nin Be3NKyesHon popme Oyie3Horo nemgurona, He UCKM0Yancs Takxke npuobpeTeHHblid 0yesHbli
anuaepmonua. Henpamas peakums UMMyHOMITHOOPECLEHLM NO3BOMNMIA OTBEPrHYTh AUArHO3 repneTndopmMHOro aepmarura.
B0o3M0OXXHOCTb pa3BuTMsa 6yNne3Horo nemuronia Ha poHe npecyLecTBYOLLEr0 BPOXAEHHOM0 6ynne3Horo anuaepmonmsaa
6blna uccnefoBaHa METOA0M UMMYHOMITHOOPECLIEHTHOIO KapTUPOBAHNSA C aHTUTeNnamu K 13 CTpYKTYpHbIM 6enkam aepmo-
annaepmarbHOro CoeanHeHms. IKCNpeccus BCex UCCe0BaHHbIX 6eJIKOB COOTBETCTBOBAMA TAKOBOW Y 30POBbIX NKL, YTO
NPOTUBOPEYUIO AUArHO3Y BPOXAEHHOro 6yNie3Horo anuaepmosnnsa. JononHnuTelbHoe MMMYHOM/THO0PECLIEHTHOE U3YYeHe
Y4aCTKOB CMOHTAHHOrO pacLUensieHns 61MonTaTa, a TakxKe N- 1 U-naTTepHOB B CTPYKTYPE JIMHUI CBEYEHWS MO3BONUN0
UCKITIO4MTb 6YNes3Hbl nemdurons. Takum 06pasom, UCNonb30oBaHne Kommniekca UMMyHOMOPT0N0rMYeCcKnX MeTOANK
MOMOITO YCTAHOBUTb NPaBUIbHBIN 1MArHO3.

Knioyesble CnoBa: npuo6peTeHnbI 6ynnesHbil INMAEPMONN3, HENpAMan peakuua UMMyHodqoopecUeHynn,
MMMYHOhNI00PEeCLIEHTHOe KapTupoBaHme.
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Acquired bullous epidermolysis: complexity
of diagnostics
V.l. Al'banova, M.A. Nefedova

State Research Center of Dermatovenereology and Cosmetology, Ministry of Healthcare of the Russian Federation
Korolenko str., 3, bldg 6, Moscow, 107076, Russia

The article describes the case of acquired bullous epidermolysis in a woman of 45 years old, suffering from a disease

from 2.5 years. As a child, she was diagnosed with herpetiform dermatitis on the base of a clinical picture and histological
data. After the period of puberty, when in addition to skin blistering a lesion of the oral mucosa, dystrophy and absence

of nail plates, contracture of the 2 fingers of the hands arose, the diagnosis was changed to dystrophic congenital bullous
epidermolysis, which did not contradict with re-histological examination of the skin. In order to clarify the diagnosis, another
biopsy of the leg skin was performed in 2016. The light microscopy data corresponded to the herpetiform dermatitis or
vesicular form of the bullous pemphigoid, the acquired bullous epidermolysis was not also excluded. Indirect RIF allowed to
reject the diagnosis of herpetiform dermatitis. The possibility of bullous pemphigoid developing on the background of pre-
existing congenital bullous epidermolysis was investigated by immunofluorescence mapping with antibodies to 13 structural
proteins of the dermo-epidermal junction. Expression of all the studied proteins corresponded to that of healthy individuals,
which conflicted with the diagnosis of congenital bullous epidermolysis. Additional immunofluorescence study of the sites of
spontaneous cleavage of the biopsy specimen, as well as of n- and u-patterns in the structure of the luminescence line, made
possible to exclude the bullous pemphigoid. So, the use of a complex of immunomorphological methods helped to establish
the correct diagnosis.

Key words: acquired bullous epidermolysis, indirect reaction of immune fluorescence, immune fluorescence
mapping.
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| MpuobpeTeHHbIV 6ynnesHbii anugepmonus (MBJ) —
penkoe XpoHU4eckoe ny3blpHOe ayTOMMMYHHOe 3abone-
BaHMe KOXM U CAM3UCTBIX 060104eK. B Mupe pernctpupy-
eTcs ¢ yactoTtom 0,2—0,5 Ha 1 000 000 Hacenenms [1—3].

Y 60onbHbIX NB3 aHTUTena BbipabaTtbiBalOTCA K Konna-
reHy VIl Tuna (COL7), copepxxallemMycs B Kpenswmx ¢mo-
punnax, ceasbiBalOWmUX 6a3anbHyl0 MembpaHy anuaep-
muca n gepmy. B pa6otax R. Ludwig n N. Ishii n coasr.
BblgensatoTca aea geHotmna NB3 — HeBocnanuTenbHbIN
MexaHob6ynnesHbIn (No HabnwoaeHnsaMm asTopos, y 33%
nauMeHToB) 1 60Nlee 4acTo BCTpevatoLwmica Bocnanm-
TenbHbIV (Y 66% nauneHToB) [2, 4].

HesocnanutenbHbIN heHoTUN 6anxKe No KNUHUYECKOWN
XapaKTepUCTMKE K BPOXXAEHHOMY Oyfie3HOMY 3nNuaepMo-
nuay (BBJ), BocnanuTenbHbI He UMEET OTYETMBBIX KIn-
HUYECKUX YepT M MOXET MMUTUPOBaTb Apyrue 6ynnes-
Hble 3ab6orneBaHns, B TOM Yncrne 6ynnesHbin nemdurong,
(BIM), repnetndopmHbin gepmatut OopuHra (FO0) v gp.
Mmctonornyeckn npu NB3 BbIABNAIOTCSA HECNEUMMUYHbIE
NpU3HaKkn — cy6anuaepMarnbHble LWenn 1 nysbipu, BoC-
nanuTenbHbI MHUNBLTPAT B COCOYKOBOM CIlO€ AePMbl.
Knio4yom K guarHosdy Cny>XxuvT MMMYHOMNI0OOPECLEHTHOE
nccrnegoBaHue.

Kak npaswuno, MNB3 BcTpevaeTcs BO B3pOCIOM BO3-
pacte. B nutepaTtype umetloTcs onucaHus OTAENbHbIX
cny4aeB Havana 3aboneBanusa ¢ getcrea [5—10]. O1nm-
YnTenbHbIMM ocobeHHocTamK MB3 y geTtewn aensatoTcs 60-
nee 4yacToe nopaxeHue CIn3nCTbIX 060M104eK, XOPOLLMI
OTBET Ha Tepanuio 4ancoHoM [8] n coyeTaHHOe neyeHure,
BKJIIOHAIOLLLee [arncoH 1 NpegHU30soH [6, 11].

MpuBoanM CO6CTBEHHOE KNUHUYECKOoe HabnogeHue,
B KOTOPOM AunarHo3 MNB3 6bin ycTaHOBMIEH BO B3POC/IOM
BO3pacTe.

MNauywenTtka K., 45 net, xuntenoHuua r. Mockebl, o6pa-
TUnacb B OTAENeHne KnmHuyeckon gepmatonormm ®Orey
«MHUOK» MuHsgpaBa Poccum B 2015 r. ¢ xano6amu
Ha BbICbINaHUA Ha KOXe nnua, TyN0BULLA, HUKHUX KOHEY-
HOCTEeN, CN3NCTON 060M0YKe NOMOCTH pTa.

AHamHe3 3aboneBaHusi. B 2 roga 7 mec. BHe3anHo Ha-
Yanu NoSBMATLCA €OVHMYHbIE NY3bIPU Ha Pa3HbIX yHacTKax
koxu. Pogunacsk, pocna n passusanacb 6e3 0CO6eHHO-
cTen. B getcTBe 3aHMmanack cnopTtom (6avigapka), Ho no-
Crie HacTynneHuss MeHcTpyauun B 12—13 net ctanu nosie-
NATBCA Ny3bIPU HA NAZOHAX MPU MEXaHWYEeCKOM BO3LeN-
CTBUM (NPW HOLLEHWUM CYMKM, YNPaXKHEHUSAX HA COPTUBHbIX
CHapsijax, rpeéne), 4To 3acTaBuio octaButb 3aHaTus. C 14
neT cTtanu nosiBAATLCA NMOJHOITEBbIE NMY3bIPU U CXOAUTL
HOTUW, Ha NasbLax KNCTEN OHN BOCCTAHOBUIUCH, HO CTasnu
N3MEHEHHbIMU, Ha NanbLax cTon 6bIn yTpayeHbl NOSHOo-
cTbto. C 3TOro XXe BpeMEHW NMOCTENEHHO pa3BMUBANNCH
crnbaTtenbHble KOHTpakTypsbl |l nansues kucten. B 15 net
BMepBble BO3HMKNN Ny3bIpM Ha n1ue, a ¢ 16 neT — MHo-
XECTBEHHbIE My3bIPpU M 3PO3MM Ha APYrux 4acTax Tena
(Horax, pykax, aroguuax, B NogMbILLEYHON 06nactu), 6bl-
NN 3po3MK B MOSIOCTU pTa. BbiCkiNnaHna NOsSBAANMCL Kak
B CBA3WN C HE3HAYUTENMbHOW MEXaHWYEeCKON TPaBMOW, Tak

n 6e3 Hee. BbicbinaHuii ctaHOBUNOCL 60sbLLUE BO BPeEMSs
MeHcTpyauui. B 26-neTHem Bo3pacTe oTAbixana B caHa-
TopuK r. AHanbl, rae NPOBOAWIIOCH rpsA3enieyeHne, nocne
Yero ny3bIper CTano 3Ha4YUTENbHO MeHbLUe. MHorve rogpbl
¢ gnarHo3om 'O neunnack gnadgeHnncynbgoHom (ABno-
CynbdoH) 6€3 3Ha4YUTENbHbIX Pe3ynbTaToB, B NOCNEAHVEe
6 Mec. cobntogaeTt 6e3rnoTeHoBYI0 AneTy 6e3 3aMeTHOro
YIY4LIEHUs1 COCTOAHUS KOXW. B 19 neT 6b1no 2 6epemen-
HOCTW, NpepBaHHble MEANLIMHCKMM abopTOM MO >XENaHuio
naumMeHTkn. B 39-netHem Bo3pacte poauna 340pOBOro
pe6eHka. Bo Bpems Bcex 6epemeHHOCTen oTMedana 060-
cTpeHve 3abonesaHus. C 20-11 Hepenu nocnepHen 6epe-
MEHHOCTU BbICbINAHWSA NCYE3MK, HO NOCIIE POAOB CPasy Xe
cTanun nosiBNATLCA Ny3blpn Ha nuue. B HacTosee Bpems
Ny3blpn BO3HUKAIOT MPENMYLLIECTBEHHO B OOHUX U TeX Xe
MecTax Ha CTonax M rofeHsax B 06nactv pyoLoB, n3peaka
B ApYrux MecTax, 3aXmBatoT B TedeHne 5 aHei. MNokpbiLw-
KW My3blpei caMOCTOSATENbHO Cpe3aeT HOXHULAaMK, npu-
MEHSIeT NOJSIbKOPTONOH a3p030Jib, TPUAEPM, LUHKOBYHO
nacrty, xnoprekcuguH. B Tevenve 3 mec. B 2015 r. nocne
cTpecca oTMe4asiocb BbiNafeHne BOSOC, NPeKpaTunoch
6e3 nieyeHus, HoO 3aTemM BO306HOBMWIIOCH, MPOXOAUT feve-
HVe y Tpvxosora cpeacTsamm ¢ MMHokcugmnom. MNocnega-
Hee o6ocTpeHue B hespane 2016 r. cBA3bIBaeT C Hapy-
LLUEHVAMN MEHCTpyasibHOro LUMKNa, Ny3bipy MOSBAAIMCH
Ha crnuHe 1 roneHsx. NMpuMepHO B 3TO e BpeMs BO3HVIK-
na KOHTaKTHas annepruveckas peakumus Ha Kpem Ons BeK
B BUJE OTEYHOCTU, MOKPACHEHMS U NOSBIIEHNS My3bIPbKOB
Ha Bekax. Korga peakuus paspeLumnach, naumMeHTka crtana
NPUMEHSATbL MO Ha3HAYEHMIO OKYNUCTA Kanny oT KaTapakTbl
C NPOohMNaKkTM4eCcKon Lesblo, NOcse 4Yero BHOBb MOSBU-
nacb cxofHas peakuus, nocrie 3ameHbl kaneflb Ha gpyrve
peakuus He npoLuna.

HacnegcTBeHHOCTb: Y CBOQHOWM CeCTpbl MO OTLYy 6binn
ny3bIpHbIE BbIChINAHWA Ha TyfnoBuMLLE BO BpeMs 6epemMeH-
HocTu. [epeHeceHHble 3a6oneBaHnsa U Xupypruyeckue
ornepaumu: pegkue pecnvpatopHble 3aboneBaHus, geT-
CKMe MHpekumn. XpoHndeckme 3ab6oneBaHns BHYTPEHHUX
opraHos oTpuuaeT. B getcTtee 6bin O4eHb YyBCTBUTESb-
Hble OEeCHbI, NepuoamMyeckm oTtMe4yanacb 6051e3HEHHOCTb
N KpoBoTO4MBOCTb. B anpene 2010 r. 66110 pogopaspe-
LLeHVe nyTeM Kecapesa Ce4eHus.

JlokanbHbivi cratyc. MNpun ocmoTpe B 2015 r. naTono-
MMYECKUA KOXHBIN MPOLECC HOCWUA pacnpoCTpaHEHHbIN
XapakTtep C fiokanusaumen HEMHOrO4YMCNEHHbIX BbICbINa-
HUI Ha TYNOBWLLE, BEPXHUX U HMDKHUX KOHEYHOCTSX, N1Le,
CMU3NCTbIX 0605104Kax NonocTn pra. EgMHnyHble Mmenkue
ny3bIpbKX pacnonaranvcb Ha néy, OOWH Ha CMHE, Meslkme
KOPO4YKN — Ha BOMTOCUCTOM YacTu rofioBbl, 3p03MKn pa3me-
pom oT 3 o 6 MM — Ha cnuHe u aroguuax (puc. 1). Ha Ty-
NOBULLE M KOHEYHOCTAX Habnoganack pyéuosas atpodus
TeX Y4acTKOB KOXW, rae npexae 6binn ny3bipun, Koxa B 06-
nacTtu py6uoB rnagkas unu cknagyaras (puc. 2). Cknag-
4aTOCTb OCOGEHHO XOPOLLO BbIpaXKeHa B MEXAroan4Hom
obnacTt u Ha nokTax (puc. 3). Ha nepegHe NOBEPXHOCTU
rofieHen pacnonararlTcs NoTHbIE rNagkme 6enecosaTble
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Puc. 1. Mesikne apo3uu u y4acTku py6LoBoil

aTpocnn KOXMW Ha CrivHe

HepaBHOMEPHO OKpalleHHble pybubl C HEPE3KMMM rpa-
HULaMK, Ha UX NOBEPXHOCTM MeCTaMu MeflKMe KOPOYKU
(pvc. 4). Bonocbl gnddpy3Ho paspexeHbl. Hortesble nna-
CTWHbI Ha NanbLax pyk n3MeHeHbl, HabnogaeTcs gopcasb-
HbIl NTEPUIrMyM, NPOAOIbHbIE NNHEWHbIE 60po3abl, pac-
LLenieHne AMCTanbHOM 4YacTu HOITEBbIX MNacTuH (puc. 5),
Ha nanbuax CTOn HOITW OTCYTCTBYIOT, UMEeTCs 3apalle-
HWe HOrTeBOro noxa (puc. 6). MNMpu ocmoTpe nonocTn pra
BbISIB/IEHbI MENKME My3bIPbKU HA KOHYMKE W HebosbLuas
3pO3Ma Ha CNUHKE A3blka. YKasaTenbHble nasblbl 06emx
KUCTEN (OUKCMPOBaHbI B MOJIOXEHWUN CrbaHums, Ha cTonax
HYaCTUYHO cpaLLieHbl Nanblbl, 0TMEYaeTCs HEPE3KO Bbipa-
XXEHHbIV rMNepKkepaTo3 NogoLLB.

Puc. 2. Py6LoBas atpous KoXu ¢ MeNKoi
CKJTaA4aToCTbH0 Ha CMIMHE U pa3ri6aTenbHoi

NOBEPXHOCTK nieva

B npouecce HabnogeHnsa 1 pa3 B nonroga B 2015
1 2016 rr. KNMHUYecKas KapTuHa CYLLLECTBEHHO He U3-
MeHsnacb, 3a UCKmYeHnem gespana 2016 r., korga
oTMevanacb annepruyeckas peakuuss Ha Kpem. B ato
BpEMS Ha nuue Ha hoHEe rmMnepemMum oTMeYanucb Men-
KME OAMHOYHbIE MY3bIPbKWN, HEGONBLLLOW My3blpb pacmno-
narasncs Takxke Ha OTEYHOM FMMNEPEMUPOBAHHOM JNIEBOM
Beke. duamkanbHoe o6cnefoBaHne: BUAMMbIE CIIM3UCTbIE
611egHO-pO30Bble, NMMM{ATUYECKNE Y3Ibl HE YBENINYEHbI.
MaumeHTKa npaBuMbHOrO TENOCNOXEHUs, pocT 171 cm,
macca 68 Kr.

[MonocTb pTa caHMpoBaHa, rMnogeHTUN U HapyLLEHU
3y6HOM amanu npu 0CMOTpe He obHapyxeHo. B obwem

Puc. 3.

Merkune y4acTku py6LOBOil aTPOhuK B HIDKHEN YaCTL CMIUHbI U HA Aroguuax, Cknag4atbin pybew B MeXbsroany-
HOIA CKnagke (a) u Ha NokTe (6)
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Puc. 4. Menkne 3po3um Ha hoHe aTpodUYecKoro

rNagKoro pyéua Ha roneHun (MecTo 6uoncum)

M BUOXMMNYECKOM aHanM3ax KpoBsu, o6LLeM aHannse mMo-
YK BCe nokKasartenu B npegenax peepeHcHbIX 3Ha4YeHNIA.
ucronorn4eckoe nccneposarue. Tpuxabl NPoBOAM-
J10Cb FMCTONIOrNYECKOe nccnefoBaHne 6MoNTaToB KOXM.
MmcTonornyecknin guarHo3 B AByx cry4daax éuoncum —
road, 8 ogHom (1993 r.) — 6ynnesHbi aNnaepMonms.
Pe3ynbTaTtbl FMCTONOrMY4ECKOro MCCnefoBaHuna
(anpenb 2015 r.): yMEpEHHbIA akaHTO3 C BbIPa>X€HHOW
BaKyoOJIbHON AucTpodmen 6a3asnbHbIX KepaTMHOLMTOB,
dopmMmnpoBaHne NPeENMyLLECTBEHHO B 061aCTU BEPXYLLEK
COCOYKOB AepMbl cy6anuaepmanbHbiX Lenen, B gep-
ManbHOW 4YacTu KOTOPbIX MYCTble O4aroBble CKOMSeHus
HENTPOMUNBHBLIX U 303MHOMUIIbHBIX FPaHYNOLMTOB (NeR-
KouuTapHble cy6anuaepmMarsbHble MUKpoabcLecchl). B no-

Puc. 6.

OTcyTCTBME HOTTeN Ha nanblax cTon, 3apa-
LLEHWE HOTTeBOrO JI0Xa

BecTHVK gepmartonormum 1 BeHeponormm

Puc. 5. [lopcanbHbIA NTepUrmym, NpoaonbHble nin-
HelHble 60P03Abl, pacLienneHne qUcTanb-
HOW YaCTU HOTTEBbIX MACTUH, CrnbaTenbHas

KOHTpakTypa Il nanbua

BEPXHOCTHbIX OTAEeNax AepMbl OTMEYaeTCs BblpaXKeHHas
nepuBackynspHasa WHpUNbTpauMa NpevMyLLeCTBEHHO
nMMAOUMTAPHOro XapakTepa C NPUMECho 60S1bLLIOIO KO-
nmyecTBa CErMeHTOsAepPHbIX NIENKOLMUTOB, CTEHKN COCY-
OOB YTOSLLEHbI, NHUNTBTPUPOBAHbLI KNeTKaMu Bocnane-
HWS, B HEKOTOPbIX COCYAAxX — NPU3HaKN OUBPUHOMAHOIO
Hekpo3a (puc. 7). BbiasBneHHbIe M3MEHEHUS B 6OMbLUEN

Fuctonoruyeckoe wuccnemoBaHune. Cy6-
aNuAepManbHbIe LLEnn NoKanuaywTes npe-
MMYLLECTBEHHO HA BePXyLIKax COCOYKOB
JepMbl ¢ (DOPMUPOBAHUEM NENKOLUTAPHbIX
MMKpOabcLeccoB. MycTble NepuBackynspHbIe
MHQUNbTPaThl B CPEAHUX OTAENax [LepMmbl
(OKpacka remaToKCUNMHOM 1 303UHOM x 100)




Puc. 8. CBeyeHne aHTuTeN K genosutam lgG (3ene- Puc. 9.
HbIiA LBET) B BUAE NIUHUN BAOMb AEPMO-3MN-
JNepManbHOW rpaHunubl. Aapa KepaTuHOLM-
TOB — CWHee cBeyeHne (HPND x 600)

Pnc. 10.  CeveHue aHTuTEN K Aeno3utam IgG (3ene- Puc. 11.
HbI LUBET) N1OKANNU3yeTcs B [HE CMOHTaHHO
cHOPMUPOBAHHOIO My3bIps. [POCBET Ny3bl-
ps oTMeyeH™ (HPND x 600)

CeyeHue aHTuTeN K KonnareHy VIl Tuna (3e-
NeHbIA LUBET) BAOMb AEPMO-3NuUaepManbHOA
TPaHNLIbI, HAPYLLEHWA 3KCNPECCUM CTPYKTYp-
Horo 6esnika He BbifiBnsaeTcs (HPU® x 600)

B CTPYKTYpe NMHUKM CBEYeHWs [eno3nuToB
lgG BAONL AEpPMO-3NNAEPManbHONA rpaHu-
Lbl BbIABNAOTCA U-06pa3Hble MNaTTEpPHbI
(HPU®D x 600)
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CTeneHn CooTBETCTBYIOT kapTuHe A, ogHaKo He NCKAto-
YaloT BE3UKYNApHyto hopmy BIT.

Mpn npoBefeHMM HenpsMOW peakuun WUMMYHO-
dnoopecueHuun (HPUN®D) ¢ antutenamn 1gG, IgA, IgM
B 6uontate Koxu dukcauma genosmTos IgG BbisiBNeHa
B BUAE NVHMM BAOSb AEPMO-3NnAepMasnbHOW rpaHu-
ubl (puc. 8). 3Haummon dmkcauum geno3utos IgA n IgM
He 06HapyXeHo. BbisBNeHHbIE MMYHOMNIOOPECLEHTHbIE
NPU3HaKW COOTBETCTBYIOT kapTuHe BI1.

Mpn npoBedeHN MMMYHOMNIOOPECLIEHTHOIO KapTu-
poBaHus B cepun HPU® c aHtutenamu Kk 13 CTPYKTyp-
HbIM 6e/kam [epMOo-3nmaepMasbHOro coeanHeHuns (K o=,
B~ U v,-UEeNAM NaMrHMHAE, KepaTiHaMm 5 v 14, konnareHam
VII v XVII Tunos, B,- n a,-cyGbeanHiLaM MHTerpuHa, nec-
MOMNAaKWHyY, NNEKTUHY, KUHOMWHY-1, nnakogunvHy) Hapy-
LLIEHWNIA 3KCMPEeCCUn Kakoro-nmbéo U3 KOMMOHEHTOB He Bbl-
SIBNIEHO, YTO NpoTuBopeynT BB3, B TOM Yncne KNMHUYECKU
npegnonaraemon guctpodguyeckon choopme BB (akcnpec-
cua konnareHa VIl Tuna Takxe He HapyLleHa) (puc. 9).

Mpun nosTopHOM NpoBefeHun HPUND® ¢ aHTuTEnamm
IgG oueHeHbl nokanuaauus geno3uTos IgG B 30Hax CroH-
TaHHOrO pacLyensieHns KOXHOro Jiockyta BAONb Aep-
MO-3MMAEPMANbHOM FPaHuULbl, @ TakXe HanmMyne n- Unu
u-nNaTTePHOB NIMHMK CBeYeHus. B 60nbLUMHCTBE y4acTKOB
CO CMOHTaHHbIM pacLUensieHneM KOXHOro JI0CKyTa cBe-
YeHne aHTUTeN fI0Kanu3oBaHo B AHe opMupyloLLelics
wenwu (puc. 10). Ha eauHMYHbBIX yHacTkax ¢ YETKOW BU3Y-
anusaumen NMHUN CBeYEeHUs npeobnagaroT u-naTTepHbl
(puc. 11). BbigBneHHble OOMONHUTENBHBIE UMMYHOMITHOO-
pecueHTHble MPU3HaKM COOTBETCTBYIOT KapTuHe B3
1 NO3BONAOT UCKMO4YMTL BI.

06cyxpeHue

NMB3 — xpoHu4yeckoe ayToMMMyHHOe 3abofieBaHue
C notepen MMMYHHOW 3aLLMTbl U BbIPAGOTKOM ayTOaHTH-
Ten Kk konnareHy VIl tTuna (COL7), cocTaBnstoLemy oc-
HOBHYIO 4acTb Kpenawmx ombpunn — CoeauHUTENbHOT-
KaHHbIX CTPYKTYp, CBA3bIBAOLMX 6a3anbHyt0 MembpaHy
anuaepmuca ¢ nognexatlen gepmont. Mpu guctpodude-
ckoM BB3 nmeetcs reHetndeckuin gedekTt dopmmposa-
Husa KonnareHa VIl Tuna, npueBogaWwmMi K yMEHbLUEHUIO
o6pa3oBaHnsa UK OTCYTCTBUIO Kpenawmx dounbpunn. Ecnu
npn BB3J cyuwecTByeT HacnencTBeHHO 06ycnoBrieHHas
nedektHocTb konnarena VIl Tuna, 1o npu MBS oH paspy-
LIaeTcsa BCNeAcTBMe CBA3bIBaHWUA ero ¢ aHtutenamu IgG
unn IgA. Kaknm 6bl HM 6bI110 NpoucxoxaeHne gedekra
konnareHa VIl Tuna, nocnencTema ero paspyLueHus nnm
HapyLeHns cuHTe3a 6yayT CXOAHbl — XPYMKOCTb KO-
XMW, PAHUMOCTb €€ MpU HE3HAYUTENBHOM MEXaHU4ECKOM
TpaBMUpoBaHuUK. Tak, NpU KNaccu4eckom MexaHobyn-
ne3Hom NMB3 KNnHMYecKkne NposBneHns 60Me3HN CXOOHbI
C AMcTpodmyecKnum 6ynnesHbiM 3NMaepMonnm3omM — Mo-
MWUMO Ny3bIPen 1 3p03niA, MOABASIOLLMXCH HA KOXe 1 Crnu-
3UCTbIX 060/104Kax pTa U BEPXHEN YacTu nuiesoga npu
He3HauYnTeNbHON MexXaHN4ecKon TpaBMe Ha MecTax Hau-
6onee 4acToro TpaBMUPOBAHUA (NTOKTWU, KONEHW, pasru-

6aTtenbHble MOBEPXHOCTU PYK, AroauLbl, ThiflbHAasA MOBEPX-
HOCTb CTOM W KMUCTEN, NOoAbPKKW, NanbLbl), HA6n4anTCA
pybuosas atpodus, anddysHas anoneuus, guctTpodusa
NN OTCYTCTBME HOITEBbIX MNMACTMH, CTEHO3 NULLIeBOAA.

OwnarHoctnyeckmne kputepun MNB3, BnepBble paspa-
60oTaHHble H. Roenigk u coaBT. B 70-e rofpsl NpoLuioro
Beka [12], Bkntoydanu: 1) KIIMHUYECKYIO KapTUHY, Hamno-
MUHaloLyto guctpodmyeckun BE3; 2) Havano 3abonesa-
HWMA BO B3POCNIOM Bo3pacTe; 3) otcytcTeme BB3I B cembe;
4) oTcyTCcTBUE ApYrux 6ynnesHblx 3a6onesaHunii. OgHako
3a nocnegHue 45 neT KpUtepum 6bin 4ONONHEHbI Nnado-
paTopHbLIMW NokKasaTeNsaMu — rMCTONOrMYECKUM UCChle-
[JOBaHMEM MOPaXXEHHOM KOXW (OKpacka reMaTtoKCUIMHOM
N 3031MHOM), O6HApPYXXEHMEM B KOXE ayTOaHTUTeN C NOMO-
Wbl NpsaMon 1 Henpsmon PU® (B 6uontaTe HenopaxkeH-
HOro yyacTka B6M3u o4ara nopaxeHus), onpegesieHnem
umpkynupyowmx aHtu-COL7 IgG aHTUTen B CbIBOPOTKE
kpoBsu [2]. Kpome Toro, onucaHsl cry4an BO3HUKHOBEHUS
MB3 y geTel, 4TO CTaBUT NOJ COMHEHWE BTOPOW Kpute-
pui. Y geten, Kak u y B3pocnbix, NMNB3 MoxeT BCTpeyatsb-
ca B ABYX (beHOTUNax, npu4emM BoCMNanuTeNbHbIA BE3N-
Kyno6ynnesaHbin (peHoTun, Korga pacnpoCcTpaHeHHbIe
Ny3bIPHbIE BbICbINAHUS BO3HUKAOT HA 3PUTEMAaTO3HOM
OCHOBaHWK, BCTPe4aeTcsa Yalie M MOXeT UMUTMpOoBaTb
apyrue 6ynnesHble gepmartosbl, B 4actHocTv OO v BIT.
HekoTopble nauueHTbl UMEOT cMeLlaHHbI dheHoTun [3].
B onucaHHoM cny4dae nepBble NposiBNeHUs 3abonesaHuns
Ha4anucb B getctee (2 roga 7 Mec.)

Pa3Hoob6pasue knuHu4decknx nposisneHun NbB3 no-
6yauno K BbIAENIEHNI0 MOMUMO «KTacCMYECKOro» mexa-
HOBYNNE3HOro heHoTMNa HECKONbKUX BOCNANUTENbHbIX
KNUHMYECKMX hopM — npoTekarowmx no tuny Bl (pac-
NpoCcTpaHeHHble 3yasalime OynnesHble BbICbiNaHus, B OC-
HOBaHUKN KOTOPbIX OTMEeYatlTCsa spuTeMa nnu Bongbipu),
pybuytouierocs Bl (npevMmyLiecTBEHHOE NOpaxXeHue
CNMN3NCTLIX 060SI04EK NOMOCTU pTa, BEPXHEro othena nu-
LweBofa, rnas, aHoreHuTasnbHoOW obnactu ¢ pybueBaHu-
em), nuHernHoro IgA pgepmaTto3sa (ny3bipu € NIOTHOW MO-
KPbILLKOW, rpynnupyoLLMECs B KOMbLa, U NopaxKxeHne cnu-
3UCTbIX 0605o4ek), nemcpuronaa BpaHctuHra — Meppun
(ocTaBnsioLwwme pybubl BbICbINAHWSA PACMONOXEHbI HAa U~
Le 1 Wwee, CNN3NCTbIe He NopaxeHbl) [3].

B onncaHHOM HabniogeHun naumeHTke [OSIroe Bpe-
Ma cTaBunu guarHosd 'O, 4yTo no3BonseT npennosno-
XWTb, 4TO 3abonesaHve B AETCTBE W IOHOCTU MpoTekasno
He No kKnaccuyeckomy dpeHotuny. Mo-sugmMmomy, nomu-
MO KJIMHWYECKMX MPOSIBIIEHNA OCHOBAHWEM Ans fMarHo-
3a CNY>XUNWN OaHHble TMCTOIOrMYECKOro nccnegoBaHus,
He sBnsaLwmecs cneundmyeckummn ana MO0, Tak Kak Ha-
6nrogatoTcsa npu gpyrux 6ynnesHbix gepmarosax — nu-
HeliHoM IgA gepmaTtoge, Bl, a Takxe NB3. Pewatowmm
B AnarHoctuke MO ssnaetca pesynbtart NpsMon unm
Henpsmon PU®, Beisensiowen IgA B Buae rpaHynspHbIX
OTNOXEHWI B AepMasibHbIX COCOYKax UM BAoNb AepMo-
anugepMasnbHon rpaHuupl [13], HO 3TOro nuccnegoBaHus
He MpoBOAMNOCh.



lMocne oKoH4aHWs nepuoga MONOBOro CO3peBaHus
KITMHWYECKNE NPOSBNEHUS 3ab0neBaHns CTanm COOTBET-
CTBOBaTb Krlaccu4eckomy eHoTMny, 1 amarHo3 6bii nepe-
CMOTpeH. Tak, NOSIBAIEHMIO My3bIPHBIX BbICbINAHUIA HE Mpen-
LLIECTBOBANN U He COMYTCTBOBANM 3yh, UIN XOKEHME KOXMU,
He 6b110 NoNMMOopdn3Ma BbIChINaHWIA, My3bIpU BO3HUKAU
Ha BUOMMO HEU3MEHEHHOW KOXe, Ha y4acTkax pybLoBOn
aTpodum 1 Ha CnM3nCTon 060sI0YKE NONOCTU pTa, He rpyn-
NMPOBanNnCb, NOCNe 3aXMBEHUA OCTaBanuchb aTpodumye-
CKve pybubl, 6bINN NOpaXKeHbl HOrTW, Habnganacb KOH-
TpakTypa nanbLeB Kucten. K HacTosiLuemy BpeEMEHW Kilu-
HUYEeCKME MPOSBNEHUS BNMXKE K YMEPEHHO BbIPaXKEHHOMY
POBJ, Tak Ha3blBaeMOMY «He-ANI0MNo», XapakTepuayio-
LLiemycsa TeMm e cumnToMamu, 4to n POBJ (BsAnble ny3bl-
Py 1 3p03UN Ha KOXE M CNIM3UCTLIX 060s104Kax, pyouoBas
aTpomsa KOXu, anddysHasa anoneums, aHoHUXus n guc-
Tpodhms HOrTew, oucdarus, Mmanrus, oTcTaBaHve B PoCTe),
HO BbIpaXXeHHbIMW 6onee cnabo unm oTcyTcTeyoWUMA. Mpun
3TOM cKragyaTble pybLbl Ha MecTax ObIBLUMX BbIChINaHWNA,
OTCYTCTBME MOPaKEHMSA NULLEBOAA W1 NOSBNEHNE My3bIPE
NOYTU UCKIIOYUTENBHO Ha oYarax pyoLoBOi aTpodnm KOXn
KNHNYecKkn 6nmxe K guctpodpuydeckomy OOBS. HekoTopoe
BpemMsa naumneHTKa Ha6n|ogana0b C KNNMHN4YeCKnM garHo3om
BB3, KoTopomy He NpOTUBOPEYUNIM AaHHble r’MCcTonornye-
cKoro uccnepoBaHus. [uarHo3 BB3 He 6bin1 noaTBEpXAeH
MOPONIOrM4eCKUMIN METOAaMN — BGUONCUst NpoBoaMach
OOHOKPATHO, 1 MaTepuan 6bin B3AT U3 06/1aCTK «CTaporo»
ny3bIps C NpU3HaKamMyn 3NMTeNM3aumnn, B CBA3M C YEM 3IEK-
TPOHHO-MMKPOCKOMUYECKOE MCCNea0oBaHNE He MOrOo Aartb
WHOPMATMBHbIX PE3YIILTATOB.

B 2015 r. ¢ uenbio BepudmkKaumm guarHosa 6bin B3AT
6uonTaT KOXM C y4acTka U3nobeHHOM nokannsaumm Bbl-
CbINaHWI na NpoBefeHus MOBTOPHOIrO MMCTONOrMHYECKOro
uccnegoBaHus, a Takke s BbiaBreHus opMbl BB me-
TOAOM UMMYHOMSIHOOPECLIEHTHOrO aHTUIEHHOro KapTupoBa-
Hus. [ucTonormnyeckas kapTMHa Hambonee cCooTBETCTBOBaNa
anarHosy 'A0. OgHako Be3vkynsApHbI BapuaHT Bl Ha paH-
HUX CcTagusix QOPMMPOBaHMS Ny3bIPst FTMCTOSIOMMHECKN HEOT-
avumm ot MOA, 4To Tpebosano yTouHeHUs metogoMm HPU®.
Kpome Toro, ructonornyeckoe uccrnefoBaHne He NO3BONUIIO
nckniounTb codetanme A0 (vnm BIM) n BE3. Ona gudpdpe-
peHumansHon anarHoctukuy A0 v Bl 6b1na AoNoNHUTENBHO
nposefeHa HPU® ¢ ncnonb3oBaHeM mMMeroLLerocs 6uo-
ntata. IMMyHognoopecueHTHaa KapTuHa nossonuna uc-
kntounTb amarHo3d AL, nockonbky He BbiBWIA rpaHynsp-
HbIX 0eno3nToB IgA BOONb AEpPMO-annaepMarnbHON rpaHnLb
W Ha BEpLUMHaX COCOYKOB AEPMbI 1 Hanbonee CoOTBETCTBO-
Bana bll. OgHako gnarHo3 Bl He cooTBeTCTBOBaT aHaMHe-
3y 1 KIVHUYECKNM MNPOosiBfieHUsM 3a6051eBaHus, B YaCTHOCTM
MaHudecTaLmm ero B paHHEM OETCKOM BO3pacTe, Hanmymio
py6LoBOA aTpohrn KOXW, aHOHUXUK, Auddy3Hon anone-
LMK 1 KOHTpakTypam. [ns ucknoyeHus passutms Bl Ha do-
He npepcyLlecTytowero BB 6b11o npoBeeHO MMMYHO-
hNOOPECLIEHTHOE KapTUPOBaHWE C aHTUTeNnamMmu K 13 cTpyk-
TYpHbIM 6€efkaM [epPMO-3NMAEPMAIIBHONO COeaUHEHNS. DKC-
npeccust BCEX UCCNENOBaHHbIX GENIKOB COOTBETCTBOBaNa

TakoBOW Yy 340POBbIX 1L, YTO NPOTMBOPEYUSIO OMarHo3y
BE3. OAna guddepeHumansHon anarHoctukn mexay N9
n Bl ncnonbaytotca aee metoamkn HPUD. Mepeas npeano-
naraeT npeaBapuTesibHOE BbiOepPXXMBaHME KOXHOMO JI0CKY-
Ta B runepocmMonsipHom (1-monsipHom) pacteope NaCl ans
BO3HMKHOBEHUS paCLLEeNneHns NIockyTa BAOSb AEPMO-3Mnu-
JepMaribHOWM rpaHuubl HA YPOBHE MMEHOLLIMXCS CTPYKTYPHbIX
dedektos [14]. BTopas 3akmnoyaeTcs B aHanu3e opMmbl
3y6LI0B B CTPYKTYPE NMUHUM CBEYEHUSI BOOMb OEPMO-3nMaep-
MasnbHOW rpaHuubl, Tak Ha3biBaeMbIX N- U u-natrepHos [15].
u-o6pasHas copma 3y6L0B xapaktepHa ans NBJ, Tak kak
npw aTom genoautbl IgG nokanuayoTca Nog 30HOW CBETSION
NNacTUHKM 6a3anbHON MeMbpaHbl aNMaepMmMca, Mexay rno-
nypecmocoMamun 6asanbHbIX KepaTMHOLMTOB; N-06pasHas
dopma 3y6LI0B COOTBETCTBYET AmarHody bll, Tak kak geno-
3uThbl IgG NoKanMayoTCsA B 30HE CBETON NNACTUHKW U Bbl-
LLe Hee, MOBTOpPSIs X0Of, NonyaecMocoM. B onvcaHHom cnyyae
NPUMEHeHWs crieumarnbHON METOAMKIN pacLLENSIEHUs] KOXKHO-
ro NIockyTa He NoTpeboBasnocb B CBA3W C HAJIMYMEM y4acT-
KOB CMOHTAHHOr0 pacLLenieHns B MMEIOLLIEMCS MaTepuare
(BbI3BAHHOIO, BEPOATHO, HE3HAYUTENBHBLIM TPEHVEM U [ie-
dhopmaumert nockyTa npu B3dTUM éuontara). MNonyyeHHble
B Xofe npuMeHeHust o6enx Mmetoamk HPN® nmmyHodnoo-
peCLEeHTHbIE MPU3HaKK MO3BONUIN MOATBEPAMTL OUNArHo3
MB3. MNmcTonornyeckas kapTvHa Takxe He NpoTuBopeYnna
BocnanurensHoun gopme N3 [16].

B neyerHnn NMB3 MOXHO paccmaTpuBaTb HECKOSbKO
HanpaBneHui: NpegoTepaLleHne o06pa3oBaHus Ny3bipen,
3aXKUBJIEHME 3PO3MIA, NPedoTBPaLLEHNE CBA3bIBAHUSA ayTo-
aHTuTen ¢ COL7, ymeHbLUEHME BbIpaboTKM ayTOaHTUTEN,
yMeHbLUeHMe BocnaneHusi. Peannsauus nepBbix AByX Ha-
npaBfeHnn He OTNIMYaeTCs OT TakoBbiXx Npy BBI — He-
06X0AMMO OrpaHuYeHne TpaBMUPOBaHWA, NMPUMEHeHue
paHeBbIX MOKPLITUIA U 3aXUBNAIOLLMX cpeacTs. OcTanbHble
HanpaBneHWs NpegycMaTpUBaKT CUCTEMHYIO Tepanuio,
CXO[HYIO C TaKOBOW MpW ApYrMx ayTOMMMYHHbIX 3aboneBa-
Huax. OHa BKNIOYAET MMMYHOCYNPECCUBHbIE CPEACTBA —
cucTemHble riokokopTukoctepongbl (FKC), umtoctatu-
yeckue npenapatbl (LUC). Cuctemuble TKC HasHauatoT
no 0,5—1,5 mMr/kr B cyTku, 06bI4HO B KOM6GMHaumm ¢ LIC.
[MpenapaTom nepBoM NUHUK NS NEYEHUS BOCNANUTENb-
Horo noaTtuna MNMB3 cumMTaeTcsa KoNxuuuH, obnagatoLni
MEHbLLUNM KOSINYECTBOM NOBO4HbIX 3¢hdeKTOB. 10 faHHbIM
nutepaTypbl, neveHne 30 nauymeHToB ¢ MNBD KOMGUHALK-
el MeTUNNpegHn30sIoHa, AarncoHa M KONXMUUHa Bbi3Ba-
710 PEMUCCUIO B CPEQHEM TOJIbKO Mocne 9 Mec. Tepanuu.
OtpaneHHble pe3ynbTaTtbl NOKa3anu MoJsIHY PEMUCCUIO
B 46% U1 HenosnHy B 46% cny4aeB cnycTta 6 net nocne
Havana nedvenwus [17]. BnaronpuaTHble pe3ynbTaTtbl 4OCTU-
ranucb Takxe Npu BHYTPMBEHHOM BBELEHUWN BbICOKOLO3U-
pOBaHHOroO 4enoBe4eckoro ummyHornobynuHa (High Dose
Intravenous Immunoglobulin, IVIG), a Takxe pasnnyHbIx
hapMaKonorm4eckmx npenaparos (4ancoHa, putykcuma-
6a, geknuuymata) n metogos (nnasmacdpepesa, UMMYHO-
agcopbumn, aKcTpakopnopanbHoW hoToXumMmoTepanum),
HO NnokKa Ana npuMeHeHua 3TUX MeTonoB HeT Haﬂe)KHOVI
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JokasatenbHou 6a3bl [2]. Tonnveckne N'KC ncnonbayioT-
€A ANs YMEHbLUEHNA BblPaXXEHHOCTU BOCNaneHus, npu mnx
HE3(PPEKTUBHOCTU UNN HANUYUN NPOTUBOMOKA3aHUA OHN
MOryT 6bITb 3aMeHEeHbl MMMYHOCYMNPECCUBHBIM npenapa-
ToM — MuKodbeHonaTta modetunom. B pa6ote N. Sami [18]
OMNUCaHO ero ycnewHoe npumeHeHve y 4 6onbHbIx MB3.
OdbdhekT oT Tepanum B fose 2—3 r/cyT 6bIn JOCTUTHYT Mo-
cne 4—12 (B cpegHem nocrne 7) Mec. nevenus, 3 n3 4 na-
LUMEHTOB CMOINN MOSIHOCTLIO NpekpaTutb NedeHune MKC,
B [anbHelLeM npenaparT UCrosib30Basica B Ka4eCTBe Noa-
OepxuearoLLen Tepanvm [18]. Begetca paspaboTtka 61oso-
rMYecKMx npenapaToB — TepaneBTUHECKMX aHTUTEN K pas-
NMYHBIM NPOTEUHaM LMTOCKeneTa 1 LMTOKUHOB [16].

3aknioyenne

MpuegeHHbI cnyyan MNB3 y XeHwmnHbl 45 net ge-
MOHCTPUPYET CNOXHOCTb AgvarHoctuku MNMB3. Ons nocta-
HOBKM MpaBWUSIbHOro gmarHo3a HefoCcTaTo4yHO aHanusa
aHaMHeCTU4eCKUX JaHHbIX W KIIMHUYECKOW KapTuHbl. He-
06X04MMO MCMOMb30BaTbh BCE AOCTYMHbIE METoAbl Ana-
FHOCTMKKN BYNNe3HbIX 4epMaTo30B, B TOM YuCE NPsSMYIo
N HEMpsAMYo peakumn MMMYHOMI0OPECLEHLNN, UMMY-
HOhNIOOPECLEHTHOE KapTMpoBaHue, NOUCK crieumdpmy-
HbIX ayTOaHTUTEN B KPOBW METOLOM MMMYHOBMOTTUHIA,
0COBGEHHO MPU PaCXOXAEHUN KIIMHUHECKUX OaHHbIX U pe-
3ynbTaTa rmcTonorMyeckoro uccnefoBaHma Bo nsbexa-
HVe anarHoCTM4eckmx owmook. [l
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