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OcBeLLeHbl COBPEMEHHbIE MPeACTaBIEHNS 0 NAaTOreHe3e, KNMHUYECKO KapTuHe, NeYeHni, a TakKe AndepeHLnanbHoil
ANarHOCTUKe NPUOBPETEHHOrO BYNIE3HOI0 ANUAEPMONI3a — ayTOMMMYHHOMO 3a60/16BaHMS KOXU, BbI3BAHHOI0 NPOAYKLMEN
ayToaHTuTen K konnareny VIl Tuna n nposBAstoLLErocs rnaBHbIM 06pa3omM HopMIUpOBaHNEM Cy63nnaepManbHbIX My3bipen

1 3po3uii. MNpefcTaBneHo KNMHNYECKOe HabNoaeHne peakoro 6ynne3Horo AepMaro3a — nprobpPeTeHHOro 6yne3HOro
ANUAEPMONI3a y MyX4uHbl 53 net. B peaynbrate Tepanui KOMOUHALWE NPeAHU30I0HA NEPOPanbHO 1 METOTpeKcaTa
MOAKOXHO OblT AOCTUMHYT NOMOXUTESNIbHbI 3PAEKT B BUAE 3nuUTeNn3auum 60bLWNHCTBA 3PO3Nil.
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The article describes present-day information on the pathogenesis, clinical picture, treatment and differential diagnostics

of epidermolysis bullosa acquisita, an autoimmune skin disease caused by the production of anti-Type VIl collagen
autoantibodies and manifested mainly by subepidermal blisters and erosions. The authors present the results of a case study
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| MpuobpeTeHHbI 6ynnesHbii anugepmonua (MB3J3) —
XPOHUYECKUI ayTOMMMYHHbIN OynnesHbii fepmaros,
06YyCNOBNEHHbIN Hanuinem aytoantuten IgG mnu IgA
k konnareny VIl Tuna (Col7), xapaktepuayroLumincs obpa-
30BaHMeM cybanuaepmasnbHbIX My3blper Ha Koxe n/unm
CNM3ncTbix ob6onoykax [1].

TepMuH «NprOBPETEHHbIV BYNNE3HbIN ANMOEPMONN3»
6bI1 BrepBble MPUMEHEH aMepuKaHCKMM [epMaTtosioroM
G. Elliott B 1895 r. npu onucaHuu aByx NauneHToB C 6yn-
ne3HbIM AepMaTo30M, KIMHUYECKN CXOAHBIM C BPOXAEH-
HblM 6ynne3HbiM anvaepmonuaom (BB3), ogHako maHu-
hecTMpoBasLLMM BO B3pOCoM Bo3pacTe [2]. MpuHumnbl
anddepeHumansHor gnarHoctnku MBS u gpyrux 6yn-
Ne3HbIX 4EPMATO30B HA OCHOBaHMMN KIMHUYECKMX U TUCTO-
NOrn4Yecknx Npu3Hakos 6bn paspadoTtaHsl H. Roenigk
n coasT. B 1971 r. [3].

MBS aBnseTca pegkMMm crnopaguvyeckum 3abonesa-
HMeM C pacnpocTpaHeHHocTbo okoro 0,2 Ha 1 000 000
HaceneHus. [JaHHbIX O reHOepHOV NpeapacnonoXeHHOCTH
k MB3 Her.

Jdtuonorusa n natoreses

MBS obycnoeneH npoaykuuer IgG unn IgA aytoaH-
TUTEN K CTPYKTYPHOMY 6eniKy Koxu konnareny VIl Tuna
(Col7). CoobLyaeTcs 0 BbICOKOW 4acToTe BCTpevaemo-
cTn y 60nbHbIX MB3J aHTureHa HLA-DR2, koTopbIn y4a-
cTByeT B (DOPMUPOBAHNN ayTOMMMYHHOIN peakuun B OT-
HOLLEHNN KOMMOHEHTOB AEepMO-3nngepmarnbHOro coe-
OnHeHus [4, 5]. Col7 aBnaeTcs OCHOBHbIM KOMMOHEHTOM
AKOPHbIX (bMOpuUNN — CTPYKTYpbl, KOTOpas COeAUNHSET
HUXXHIOKO YacTb 6a3anbHOM MembpaHbl C AepMOl 1 06e-
crnevynBaeT NPOYHOCTb AepMO-3nnaepMarnbHoro coeam-
HEeHUA.

AyTtoaHtuTena k Col7, casbiBasicb ¢ 6enkom Col7
B HMXHEN YacTu NMOoTHOW nnacTuHku (lamina densa)
n/vnn Nop, NNOTHOW NnacTuHKou (sublamina densa), BbI-
3bIBAOT paspyLUeHne SKOPHbIX (MOPUIN, BCIEACTBUE Ye-
ro YMEHbLLAETCH PE3UCTEHTHOCTb KOXWN K MEXaHWYEeCKUM
BO3AenCTBMAM. B pedynbTate gaxe nocne He3HauuTenb-
HOro MexaHU4eckoro Bo3gencTeuns y 6onbHbix MBS npo-
NCXOOWT paccfioeHne KOXW B 30He AepMO-3anvaepMarb-
HOro COeQUHEHUs, 4YTO MPUBOAUT K (DOPMUPOBAHMIO CYy6-
anuaepmanbHbIX Ny3bipern 1 3PO3niA.

Knunnyeckas kaptuia

Bbicbinanust npu MNMB3 kpanHe pa3HoO6pasHbl U He-
pPefKo MMUTUPYIOT Apyrue 6ynnesHble gepmaTo3bl [6].
BbigenstoT 5 knuHu4eckux dopm MBS, cpeam KOTopbIxX
nMeeTCs ofHa HeBOCManuTenbHas — Krnaccuyeckas
1 4 BocnanuTenbHbIX — MpOTEKalLWwmnx no Tuny 6ynnes-
Horo nemdwurovga, pyéuytoLero nemeuronaa, JTMHENHo-
ro IgA-3aBvcumoro 6ysnnes3Horo gepmarosa unm nemdu-
ronpa bpaHctuHra — Meppwm [7].

Knaccunyeckas copma MBI asnsetcs mexaHo-6yn-
Ne3HbIM AepMaTo30M 1 MO KIIMHUYECKOW KapTUHE Haro-
MUHaET TXKenyto popmy peLeccMBHOro AMCTPOUYECKO-
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ro BB3: BbICbINaHUs NOKaNM3yTCA NPEeNMyLLECTBEHHO
B akpanbHbIX 0611acTaX U NpeacTaBneHbl ynpyrumu ny-
3blpsAMM, pacnonararwmmMmmcs Ha oHe BUAUMO 3[0pPO-
BOW KOXW, 3p0o3usMu, a Takxe pybuamu B MecTax Hau-
6011ee 4acToro NOBPEXAEHUS KOXHOro nokpoea (B obna-
CTU MexXanaHroebIX, JIOKTEBbLIX N KOMEHHbIX CyCTaBoOB,
B KpecTLoBoOl ob6nactn). Ha mectax npefLecTBoBaBLUNX
BbICbINAHNA (POPMUPYIOTCA MHOXECTBEHHbIE MUTMAPHbIE
KUCTbl — MWUJTNYMbI. Bes neveHus BO3MOXHO passutue
TSXKENbIX ocnoxHeHuin NMBJ, HabnogaembIx Takxe npu
BEQ3: BbinageHve Bonoc, paspyLUeHne 1 IN3NUC HOMTEBbIX
nnacTuH, ombpo3 TkaHen KUCTeN 1 nanbLeB, CTEHO3 Nu-
wesopna [8].

Mpu MB3, npoTekarowem No Tuny 6ynne3Horo nem-
dvromaa, BbiCbiNaHNSA NPeacTaBneHbl MHOXECTBEHHbIMM
BE3MKyamn 1 My3bIpsiMU, NTOKaNM30BaHHBIMW Ha 3puTe-
MaTO3HOM WM YPTUKAPHOM (DOHE Ha KOXXE KOHEYHOCTEN,
Tynosuwa, B cknagkax [9, 10]. HeTkor cBasu mexgy no-
SIBNIEHVEM BbICbINaHWI 1 NPefLIecTBOBaBLUMM MeXaHn4e-
CKUM BO3[encTBMeM Ha Koxy npv MB3 no tuny 6ynnes-
HOro nemdwurovga naumMeHTbl 4acTo He OTMEYaloT.

Mpu MBY3, npoTekatoLLem No TUMy pyoLyoLLEero nem-
dmronaa, BbICbINAHWA NPENMYLLECTBEHHO NTOKaNIM3YHOTCA
Ha KOHBIOHKTUBE rnas U/Mnu CAm3ncTbix 06004Kax Mno-
NOCTW pTa, BEPXHEro cermeHTa nuLeBoga, NosioBbIX op-
raHos [11].

MB3 no Tvny nuHeriHoro IgA-3aBMcUMOro 6ynnesHo-
ro gepmarosa XapakTepu3yeTcs NosiBlIeHWeM ny3bipen
WKW KOJbLIEBMAHO PacnonoXeHHbIx Be3ukyn [12, 13]. Ota
KnuHn4deckasa gopma NB3 MoxeT HanomMuHaTtb repneTu-
opmHbIi gepmatuT OiopuHra. Mpu npoBeneHun peak-
UUn MMMYyHODIoopecLeHUnn 06Hapy>XMBalTCA JINHEN-
Hble OTNnoXeHus IgA Boonb 6a3anbHo MeMopaHbl.

Onsa MNBY, npoTekatwwero no Tuny nemduronga
BpaHcTunHra — lNeppwu, xapakTepHbl cy6anmaepMarbHble
ny3bIpy, NOKaNM30BaHHbIE MPENUMYLLECTBEHHO Ha KOXe
rONOBbI U LIen, NPU MUHUMANbHOM BOBIEYEHUU CMN3U-
CTbix 06onoYyeK. MNpu 3aXMBNEHUM 3PO3UIA XapakTePHO
dopmmposaHme py6uoB. OuarHos MBS B gaHHOM cny-
Yae nopgTeepxpgaeTca obHapyxeHvem aytoaHTuten IgG
k Col7 [14].

Avarnoctuka Mb3I

Pa3Hoobpasuve npossnenHui NB3 He no3BonseT ycra-
HOBUTb OMNAarHo3 3TOro 3aboneBaHns KIMMHUYECKN U OTNn-
YUTb €ro OT ApPYrux Ny3bipHbIX 4EPMATo30B. PyTUHHOE ru-
CTONOrMyeckoe mccrnegoBaHve 6uonrtarTa KoxXun 605bHbIX
MB3 nos3eonseT BbiIABUTbL CybanuaepmarsbHbIi My3bIpb,
a Takxe BOCManuTenbHyo MHUIbTPaUMIO B Aepme, o4-
HaKO Ha OCHOBAHWWN 3TUX MPU3HAKOB HEBO3MOXHO OT/MU-
4T MNB3 oT Apyrnx ny3bIpHbIX A4EPMaTo30B C Cy6anu-
AepMalbHbIM pacrnofnioXXeHem ny3blps — repnetndopm-
Horo gepmartuta [opuHra, 6ynnesHoro nemduronaa,
py6uytoLero nemduronaa, No3gHen KOXHoOM nopgmpuu,
6ynne3Hon opMbl KpacHOM Bon4YaHku. [nsa nooreepx-
aeHns gnarHosa B3 Heobxoguma Henpsmasa peakuus
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I Tabnuua IudbdbeperumanbHas guarHoctika NMba
lpno6peTeHHbI . _
pﬁymfewbm BynbrapHas [epneTudopmHbIi [Mo3aHAs KOXHas Bynnesnas dopma BynnesHbliit
ny3blpyaTka epmarut nopgupus KPACHOI BOSTYaHKM nemcuron,
SNMAEPMONK y3bIp nep pchup p ® 1
OCHOBHbIe KnuHN4eckne  [lyabipu, BE3NKYbl, BbicTpo- lepneTnchopmHo My3blpu, BE3UKYNb, 9putema, atpochus, Kpyntble
nposiBNeHNs NATHA, MUNYMbI BCKpbIBAlOLLMECS pacnonoXeHHble 3p03uK, KOPKH, YeLLyiKI B YCTbSX HanpsHKeHHbIe,
ny3bIpu ¢ TOHKON ny3bIpy € NOTHOI py6Lpbl, runep- BOJOCSAHbIX ANUTENbHO
MOKPbILLKOIA, 3p03unK, TNOKPbILIKOW 1/vnn Y TUNONUTMEHTa- thonnukynos, CyLLECTBYIOLLME
KOpKM BE3NKYJIbl HA OTEYHOM NS, MIATIMYMbI, ny3bIpK € NNOTHON ny3bIpy ¢ NNOTHOI
3pUTEMATO3HOM rUnepTpuxo3 NOKPbILIKO NOKPbILIKOIA, 3p03uK,
0CHOBaHUM KOpKM
MpenmyLiecTBeHHas Jlto60ii y4acTok Cnuauncras TynosuLue OTKpbITbIE Y4aCTKK OTKPbITbIE Y4ACTKM HKHss YacTb
nokanusauns KOXHOT0 MOKpoBa 0605104Ka NOOCTH 11 KOHEYHOCTH KOXH: N0, KOXW: NnLL0, XKMBOTA, Nax0Bble
BbICbINAHNI 1 CIIN3NCTBIX pTa, reHuTanni, BOJOCKCTAs YaCTb BOJIOCUCTAs YaCTb CKNaZku, KOHEYHOCTH

o60no4ek

BONocucTas 4actb

TONOBbI, YLUN, LLIeS,

ronoBbl, ylwin, weg,

ronoBbl, TYNOBULLE pasru6atenbHble pasrun6arenbHble
11 KOHEYHOCTH NOBEPXHOCTM BEPXHUX ~ MOBEPXHOCTN BEPXHUX
KOHe4HoCTeN KOHEYHOCTel
PasBuTtue BbicbinaHni + — — — — —
nocne MexaH4eckoro
BO3[eNCTBMUSA
Cumntom Hukonbckoro — + — — — —
DOTOYYBCTBUTENb- — — — + + —
HOCTb
AKaHTONUTUYECKME — + — — — —
KNeTKn B COAEPXXMMOM
nysblpeit
903nHOunmns & _ + — — +
B COZIEPXKNMOM
ny3bipen
BonyaHo4Ho- — — — — + —
cneunguyHble
aHTuTena (aHTuTena
K ABYXLIEN04e4Ho
[OHK, BbICOKME TUTPBI
AHTUHYKNeapHbIX
auTuTen)
[MoBbILIEHE YPOBHS — — — + — —
nopupUHOB B MOYe
YpoBeHb pacnonoxexust  Cy6anuaepmanbHblii BHyTpuanuaep- Cy6anuaepmanbHblii Cy6anuaepmanbHblii Cy63anuaepmanbHblii Cy6anuaepmanbHblii
ny3bIpsA B KOXe ny3bipb ManbHblii My3bIpb ny3bipb ny3bipb ny3bipb ny3bipb
Pesynbtatsl PUD OTnoxenue 1gG nnu 0TnoxeHune OTnoxeHue IgA B lomoreHHoe panynspHble Otnoxenue IgG
IgA B 30He Aepmo- 19G B 06nactn 0071aCTH BEPXYLLEK BbIPXEHHOE oTnoxenus IgM B 30HE f1epMo-
annaepManbHoro MEXKIETO4HbIX JlepMarbHbIX COCO4KOB nepnBackynapHoe BAO0Nb 6a3anbHOI 3NMAEpPMansHOro
COeANHeHNns NPOMEXyTKOB cBeyeHue IgG B Buae MeMOpaHbl; pexxe — COeANHeHNns
anuaepmnca LUNPOKOIA NOAOCHI. BHYTPUSAEPHbIE

YmepeHHoe
ceeyeHue IgG, IgA,
IgM B 30He Aepmo-
aNMaepManbHoro

COeAMHEHNS

BKpannexus IgG

Pesynbtatbl PUD
y4acTka BUANMO
3[10pP0BOW KOXMU,
paciuennerHon 1M
pactopom NaCl

OTnoxenue IgG
B 06nacTu aHa
apTUhnLmManbHoro
ny3bIps (CO CTOPOHbI
[epMbl)

He npumenseTcs

He npumeHseTcs

He npumensieTcs

Otnoxenue IgG
B 06MacTh Ha
apTUULManbHOro
ny3bIps (CO CTOPOHbI
LiepMbl)

OTnoxenue IgG
B 06/1aCTV MOKPBILLKI
apTUhnLmManbHoro
ny3bIps (CO CTOPOHbI
anuaepmuca)

nMmMmyHodnoopecueHumn (HPUN®) — obHapyxeHue oT-
noxenun IgG nnu IgA B y4acTke BUAMMO 340POBON KOXM
nocne ee pacwiennexuns B 1M pacteope HaTpusa xnopvaa
(cm. Tabnuuy) [15—17].

BynbrapHasa nysbipyatka [15, 18—20] oTnunuaetcs
ot MNB3 Hanuunem akaHTONUTUYECKMX KNeTokK. MNpu ru-
CTONOMMYECKOM MCCNEfOBaAHUN MPW BYSbrapHOW My3bIp-
yaTke o6Hapy>X1BaeTca BHYTpUanuaepmarsbHbIi Ny3bipb,
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npv HPY® B 6uonTaTte BUAUMO 3[0POBON KOXM GOSbHBIX
BY/IbFrapHON My3bIpYaTKON BbIABNAOTCA OTnoxeHus IgG
B 06/1aCTM MEXKIIETOYHBIX MPOMEXYTKOB anvaepmMuca.

FepnetudpopmHbin gepmatut Oopunra [15, 18—20]
XapakrtepuayeTcs BbisiBneHnem npu HPU® B 6uontarte
BMOMMO 3[00POBON KOXW OTNOXEHWU IgA B obnactu Bep-
XyLLEeK fepMasibHbIX COCO4KOB.

Mpn nosgHen kKoxHon nopdupun [15, 18—20] ructo-
nornyeckas kaptuHa u pesynbtatbl HPAD moryT He oT-
nuyaTbes oT TakoBbix Npu MNB3. B uenax guddepeHum-
asibHOWM ANarHOCTMKM NPOBOAUTCS aHanm3 CyTOYHOM MO4M
Ha NOpPMUPVHbI, YPOBEHb KOTOPbIX NPY MO3AHEN KOXHON
nopcvpun NoBbILLAETCA, @ Takke BUOXMMUYECKUIA aHa-
N3 KPOBW, B KOTOPOM OTMEYaEeTCs MOBbILLEHNE aKTUBHO-
CTU NEYEHO4HbIX (DEPMEHTOB.

Mpn 6ynne3Hon opme KpacHOM BONMYAHKU OTNNYUSA
FMCTOSIOrMYECKON KapTuHbl 6ynnesaHon dopmbl oT MBS
MOTyT 6bITb MUHUMAanbHbI. 3aTpygHaeT auddepeHum-
anbHY OMarHOCTUKY BO3MOXHOCTb 06pa3oBaHus y 60s1b-
HbIX KPaCHOWM BONMYaHKOW Hapsagy € ApyrMMun aHTuTenamm
aytoaHtuten IgG k Col7 [15, 20, 21]. Ana Bepudukaumm
anarHosa 6ynne3Hon hopmMbl KpacHOM BOMTHAHKU B KPOBU
60MbHbIX ONPemensoT aHTuTena K asyxuenodeydHon AHK
N aHTUHYKNeapHble aHTuTena.

Hanbonee 3atpygHeHa auddepeHunanbHaa auva-
rHoctuka mexay NB3 n 6ynnesHsiM nemdmronaom, npu
KOTOPbIX MMCTOMOrn4Yeckas kaptTnHa n pesynstatsl HPU®
naeHTUYHbI. [na Bepudnkaumm guarHosa ncrnonb3yercs
nccnenoBaHne uontara BUOMMO 300POBON KOXW, NPeL-
BapuTenbHO paclensieHHoro B 1M pacTtBope HaTpwms
xnopuga, metogom HPU® [19—24]. CywHocTb meToga
3aknio4aeTca B TOM, YTO Mpu MHKybauun buontaTta Bu-
OUMO 300poBOKM KoxXKn B 1M pacTBope HaTpus xnopuaa
B TedeHne 1—3 cyT npoucxoauT pacluensieHne nepmMo-
3aNMaepMasnibHOro COefMHEHUS B 30HE MeXZy CBeTSIon
1 TEMHOW NNacTUHKON (hopmmpyeTcs «apTudmLmanbHbIN
ny3blpb»). Mpn HPUD B cnyyae 6ynnesHoro nemduronga
oTnoxeHuns IgG 6yayT BbIABAATLCSA B 0611aCTV NOKPbILL-
KN «MCKYCCTBEHHOMO Ny3bipsi» (QHO 6a3asnbHbIX KETOK),
a npu NB3 — B 0611aCTV fHa «MCKYCCTBEHHOMO My3bIpsi».

Neuenue Nb3I

Tepanus NB3 B 60nbLLMHCTBE cny4aeB Manoadgex-
TMBHa. Hanbonbluee 3HayeHve B yNy4lLeHUn KayecTBa
XN3HN NauneHToB urpaet ﬂpO(*)I/IJ'IaKTVIKa noaBneHna Ho-
BbIX BbICbINaHWN: 6epexHoe NpoBegeHNe MrmeHn4ecKnx
npouedyp 6€3 UCNonb30BaHWA XECTKUX MO4Yanok 1 no-
noTeHeLl, pasgpaxaroLLmx KOXY renem 1 nocboHOB, rops-
Yeln BoAbl. BaxHyo ponb urpaet yxon 3a MMerLMMUCS
3p03uAMU: perynspHas o6paboTka pacTBopamMu aHuIu-
HOBbIX KpacuTenewn, NCMoNb30BaHMe PaHO3aKNBIAOLLNX
noBsA3ok [1]. Hanbonbliaa athheKTUBHOCTL NeKapCTBEH-
HOW Tepanuu oTMeYaeTcs Npu KnuHmnyeckon opme MBI,
npoTekawwen no Tuny 6ynnesHoro nemcpuronpa [1].
MokasaHa ahhEKTUBHOCTb BbICOKMX 003 NPenHn30soHa
BHYTpb (8o 1,5 mr/kr B cyTku), fancoHa (go 300 mr/cyT),
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yCcrewHo Ans nedyeHus 6onbHbix MNBO npumeHstoTcs
KONXMUMH (B Bo3e fo 3 Mr/cyT), umknocnopuH A (B gose
00 6 MI/Kr B CYyTKW), UMMYHOTTOOYNWHbLI N1 BHYTPUBEH-
HOro BBefAeHus (B [o3e 3 r/kr B Te4yeHue 5 OHen), VH-
hnvkcumab (B fose 5 mr/kr Ha 0, 2, 4 v 6-11 Hepene) [1,
22—25].

MpuBoanm co6CTBEHHOE KJIMHMYECKOE HabnoaeHne

Maument C., 53 net, xutens BopoHexa, nocty-
nun B OTAENEHWE KINHMYecKon pepmatonorum Orey
«MHUOK» Munsgpaea Poccun ¢ xanob6amu Ha BbiCbIna-
HMS Ha KOXE TYNOBULLIA, BEPXHUX U HXKHUX KOHEYHOCTEN,
CNN3NCTOM 0B60M0YKE NOSIOCTU PTa, CONMPOBOXAABLUMECSH
YyBCTBOM 6ONIE3HEHHOCTM B MOJIOCTM pTa.

Cuuntaet cebst 60nbHbIM ¢ 1973 1., Korga B 12-neTHem
BO3pacTe NeTOM BMepBble OTMETUS MOSABIIEHNE €OUHNY-
HbIX MPO3payHbIX My3bIpen C MIOTHOW MOKPbILLKOW pas-
MEpPOM C rOpOLUMHY B MaxoBOW 061acTu U eONHUYHbIX
MENKNX My3bIPbKOB Ha KOXE BOSIOCUCTOM YacTu ronoBbl.
B nocnepytoiwiem fo 40-netHero Bo3pacrta nepnoamyeckn
oTMe4arn nosiBNieHve ny3blpbkOB 1 My3bIpen npevmyLle-
CTBEHHO B NleTHee Bpems rofa. 3a MeguuUHCKON NoMo-
Wbio He obpallancs, caMoCTOATENIbHO TyLLUMPOBan Bbl-
CbINaHWa pacTBOPOM GPUNIMAHTOBOIO 3eMeHOro, nocne
Yero BbICbINaHUS B TEYEHME HECKOSbKUX AHEW MOJIHOCTHIO
perpeccupoBanu. B BospacTe o1 40 net go 51 roga otme-
Yan NosHyl PEMUCCUIO 3a60N1eBaHMS.

B mapte 2012 r. B Bo3pacTe 51 roga otMeTun nosiene-
HME Ha roJyIOBKE MOJIOBOr0 YsieHa €AMHUYHbIX My3bIPbKOB
C Npo3pavHbIM COOEPXUMbIM, CIIMBAIOLLMXCSA B My3bipU
pasmepom o 1 cM, KOTOpblE MOMHOCTLIO perpeccmpoBa-
M nocne o6paboTKM pacTBOPOM MepmMaHraHaTa Kanus.
B vioHe 2012 r. Ny3bIpbKn 1 Ny3bIpy NOABUANCH HA A3bl-
Ke, CITM3NCTON 0O0JNOYKE LLEK, HA KOXe KUCTEeN 1 cTon,
B CBSI3U C YeM MauMeHT obpaTusicsl K TepanesTy Mo MecTy
XNTENbCTBA, KOTOPbIM ObiN1 MOCTaBMIEH AMArHo3: BeTps-
Has ocrna. B cBA3W ¢ AnuTenbHbIM CyLLLECTBOBaHUEM MO-
pPaXXeHnsi KOXM 1 NOSBNEHNEM HOBbIX BbICbINaHWUA 60Jb-
HOWM obBpaTunicsa K gepmMaTosiory no MecTy XUTenbCcTBa.
Mpn uccnepoBaHnn Maska-oTrnedaTka CO OHa 3po3umn
aKaHTONUTUYECKUE KNETKN He Oblnn obHapyXeHbl. B nio-
ne 2012 r. 6051bHOM 6bIST FOCMUTANM3NPOBaH B CTauMoHap
C AMarHo30M MHOrO(OOPMHOWN 3KCCYOaTUBHOW 3PUTEMBI,
no NoBOAY KOTOPOW Mmonyyan npegHn30sioH nepopasnbHO
B fo3e 20 mr/cyT. B cBsi3n ¢ oTcyTCTBUEM 3hheKTa O0-
3a NpefHN30MoHa 6bina noBbllweHa Ao 25 mr/cyT nepo-
panbHo, a TakXe OAHOKPaTHO MPOBEAEHO BHYTPUBEHHOE
BBe[leHNe fekcameTa3oHa B fo3e 8 mr. Ha dhoHe Tepanuu
OTMETUI NOSIBIEHNE HOBbIX BbIChINAHUI Ha KOXE B 06na-
CTM NaxoBbIX CKMagoK W CMuHbI B BUAE My3bipen ¢ aps-
6101 MOKPBILLKON, B CBA3M C YeM B aBrycte 2012 r. gosa
npegHn3osoHa 6bina noebieHa fo 40 mr/cyT nepoparb-
Ho. Bbicbinanusa coxpaHsanuce. B ceHtabpe 2012 r. 6bina
OMarHoCTupoBaHa HeakaHTONMMTUYecKas ny3blipyaTtka,
NPOBEAEHO NneYeHre NpegHU30NoHOM NepopansHO B f03€
60 mr/cyT, 6eTameTa3oHOM BHYTpuMbILLeYHO Ne 3. Ha ¢ho-



He Tepanuu Npu NOBTOPHOM UCCNEfOBaHUM Ma3Ka-oTne-
yaTka co fiHa 3po3uKn Oblv 06HaPYXXEHbI aKaHTONUTUYe-
CKMe KNEeTKW.

B cBA3M C ANWMTENbHOW MEPCUCTEHUMEN BbIChIMAHWUI
N BbISIBIIEHNEM aKaHTONMUTUYECKMX KNEeTOK Mpu NoBTOp-
HOM mnccnegosaHum B oKkTA6pe 2012 r. 60nbHOM 6biN Ha-
npasneH Ana obcriefoBaHua U JiedeHus B OTAeNeHne
KnuHu4eckon agepmatonorum ®rey «MHUOK» MuHagpa-
Ba Poccun. Mpun noctynneHun B gekabpe 2012 r. nato-
JIOrN4ECKUA KOXKHBIN NMPOLLECC HOCUIT PacnpOCTPaHEHHbI
BOCNaNUTENbHBIN XapakTep C floKkanuaaunen BbiCbiNaHnm
Ha KOXe TYyNOoBMLLA, BEPXHUX U HUXKXHUX KOHEYHOCTEWN,
CNMM3UCTbIX 0605104eK nonocTu prta (puc. 1). Bbicbinanus
OTNNYannchb BbipaXeHHbIM nonnMmMopdunaMom. Ha koxe
TYNOBULLIA, BEPXHUX N HUXKHMX KOHEYHOCTEN Ha (PoHe Kak
BUOMMO HEVM3MEHEHHOWN, TaK U OTEe4YHO-3pUTEMATO3HOMN
KOXW HabmniofaanMcb MHOXECTBEHHbIE My3bipy A0 3 CM
B AnameTpe ¢ OpsA6oM MOKPLILWKOW, C CEPO3HbIM NN
CEPO3HO-THOVHBIM COAEPXNUMbIM; MHOXECTBEHHbIE 3PO-
3un paamepom o1 0,5 0o 3,5 cM € BEHYMKOM runepemMum
SPKO-KPaCHOIo LiBeTa C CUMHIOLLHbIM OTTEHKOM. Ha Koxe
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TYNOBULLIA HA OTEYHO-3PUTEMATO3HOM (DOHE OTMEeYasnmchb
MHOXECTBEHHbIE repneTMdOPMHO 1 KOJIbLIEBMAHO pacmno-
NOXEHHbIEe BE3MKYbl C CEPO3HO-THOMHBIM COQEPXKMMbIM.
Ha koxe BepxHeln NonoBMHbI TyIOBULLA, BEPXHUX KOHEY-
HOCTel UMeNNCb nanynesHble BbICbINaHUsa APKO-KPaCcHOro
LBeTa C CMHIOLHbIM OTTEHKOM C BasIMKOM Mo nepudepun
W 3anajeHneMm B LeHTpe B BUAE «MuLleHn». Ha cnusu-
CTON 060N04KE A3bIKA N HWKHEN rybbl HA OTEYHO-rune-
pemMupoBaHHOM (QOHe Habmnfannucb MHOXECTBEHHbIE
3p03uKn [0 2 CM B AMamMeTpe, COMnpoBOXAaBLUMECH Bbl-
pa)keHHOW runepcanveaumen n 60neBbIMU OLLYLLIEHUAMMN
BO BPEMS pa3roBopa v npvema nuLm.

Mpu nccnepoBaHnn maska-oTneyarka co gHa 3po3uu
aKaHTONUTUYECKNE KNETKM He BbInn 06HapyxeHsbl. ccne-
JOBaHWe COfepPXUMOro nysbips BbisiBUNO 33% 303MHO-
dwunos (Mpu Hopme 2—4%). B obLiem n 6MoXMMmnYeckom
aHanm3ax Kposu, o6LLEeM aHann3e Mo4Yu BCe nokasare-
nm 6biNn B Npefenax pegepeHcHbIX 3Ha4YeHnn. AHanms
KpPOBM Ha aHTUHyKneapHble aHTuTena (ANA) — 0,50 Eg
(oTpuuaTenbHbIN), aHTUTEna Kk AsycnupanbHon OHK
IgG — 1,01 ME/mn (oTpuuatenbHbii). Mpu KynbTypanb-

Mpuro6peTeHHbIA OyNNe3HbIA anuaepmMonn3. MHOXECTBEHHbIE repneTOPMHO PACMONIOKEHHbIE BE3UKYbI HA
3pNUTEMATO3HOM (DOHE HA KOXXE TPYAM CreBa (a); ny3blipy C CEPO3HbIM COAEPXKMMbIM Ha KOXE nniey (6); MHO-
)KECTBEHHbIE NanynesHble BbICbINAHWs, MECTaMU C 3anafieHneM B LIEHTPE B BUAE «MULLEHE» Ha KOXEe BEpXHeil
MOJIOBMHbI TYNOBMLLA N BEPXHUX KOHEYHOCTEN (B); 9PO3NIN HA CIIN3NCTON 060104Ke A3bIKa (1) U HUKHEN Ty6bl (4)

Puc. 1.
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HOM UCCNefoBaHUN COQEPXXMMOro Ny3bips Obl1 BblAeNeH
Streptococcus pyogenes, 4yBCTBUTENbHBIN K KIMHOAMMU-
LMHY, aMOKCHKnaBy, LuedTpmakcoHy. Mpu Mrkpockonuye-
CKOM MAeHTUdMKaumnm Bo3byamTenent MMKO30B C NMoBepX-
HOCTU A3blka rpmbbl poaa Candida He 6bInn 06HaPY>XEHBbI.

Pe3ynbTaTbl rmcToNOrM4eckoro mcecnenoBaHnsa 6mo-
nrata KoXu u3 obnacTn CBeXero ny3bIpHOro afieMeHTa
(puc. 2): anmpoepmuc atpouyeH, B LeHTpe buontata —
cybanngepMarnbHbIA Ny3blpb. Ha NOBEPXHOCTM OBHAXKEH-
HbIX COCOYKOB [lepMbl — IYCTbl€ CKOMSIEHUA HEMTPOUIIb-
HbIX W 303MHOMUIIBHBIX FPaHynouMToB. B npuneratoLmx
yyacTkax 06Hapy>XMBaKTCH CKOMMEHUS HENTPOUIIbHbBIX
1 303MHOMUIIBHBIX FPaHyIoUUTOB BAOMb AepMO-anuaep-
MasfibHOW rpaHuubl. Bokpyr cocyfoB NOBEepXHOCTHOrO
crneTeHns HebonbLLAasa NoMMMOPMHO-KNeToYHasA MHUIb-
Tpaums. KonnareHoBble BONOKHA AepMbl 6€3 MPU3HaKoB
CTPYKTYPHbIX UBMEHEHWIN. BbisiBNeHHbIe U3MeHeHus MoryT
HabnogaTbca npu 6ynnesHom nemdgwuronge. NprnsHakos
aKaHTONUTMYECKON Ny3blp4aTKM, MHOTOOPMHOM 3KCCY-
[aTVBHOWM 3pUTEMbI U KPACHOW BOMYaHKM HE O6HapY>KEHO.

Ha ocHOBaHWW KINIMHN4YECKOW KapTWHbl 1 pe3dynbTaToB
ncenenoBaHuii 6bin NOCTaBeH AnarHo3: 6ynnesHbIv nem-
durong. NposeneHo neyvexve: gunpocnad 1,0 Mn BHYTpK-
MbliweyHo Ne2; npegHn30n0oH 50 Mr/cyT nepopanbHo; gan-
coH 100 mr/cyT; ayrmeHTuH 875 + 125 mr, no 1 Tabnet-
Ke 2 pasa B cyTku (14 gHen), 3atem knaumg CP 500 wmr,
no 1 TabeTke 2 pasa B geHb (9 gHel). Hapy>xHo: aspo3onb
MonbkopTOnoH, kpem OepmMoBewnT, kpeM DyLMKOPT, Kpem
Tpuaepm, kpem AgBaHTaH, pacteop ykopLmHa, pacTsop
METUIIEHOBOr0 CUMHEero, pacTBop MMPaMMUCTUHAE, a’po-
3051b Onasofb. B pesynbtate NnpoBefeHHON B Te4YeHue
40 pHewn Tepanum 6bi1a OTMEYeHa NonoXuTenbHasa auHa-
MMKa CO CTOPOHbI MaTosIorM4ecKoro KOXHOro npotwecca
B BUAe anutenunsaunmn 60JbLIMHCTBA 3PO3UI CIIM3NCTON
060/104KM NONIOCTU pTa, perpecca 60MbLUNHCTBA BbICbINa-
HWIA Ha KOXe TYNOBMLLA, BEPXHUX U HUXKHUX KOHEYHOCTEN
(puc. 3).

B nocnepgytouwem 60nbHOW npojosxan Tepanuio
NpegHM30I0HOM NepoparnbHo B go3e 50 mr/cyT un ganco-
HOM nepopanbHo no 1 Tabnetke (50 Mr) 2 pasa B CyTKu

Puc. 3.

Eafhy

Mpro6peTeHHbIA OYNNE3HbIA 3NMAEPMONN3. Yy4lleHne nocne Tepanum QMnpocnaHom, NpeaHn30I0HoM, aarn-
COHOM M aHTM6aKTepUanbHbIMKU NpenapaTamu; perpecc 60sbLIMHCTBA BbICbINAHWA HA KOXE CMUHbI (&), nied (6),

[nctonornyeckoe uccrenosaHue buonrtara
KOXM N3 04ara NopaxeHns C MysbIpHbIM 3J1e-
MEHTOM.

KpacHoli CTpenkoii ykasaHa nonoctb cy6anu-
[epMasibHoro nysbips, YepHOM CTPENikon —
CKOMNIEHUS HEUTPOUBLHBIX U 303UHOPUNb-
HbIX FPaHyNoOLMTOB BLONb AEepMO-3nuiep-
MaJibHON rpaHnLb

Puc. 2.

C NOCTEMEHHbIM CHXXEHNEM [03bl NMPeaHN30M10Ha U Aan-
COHa nop HabnigeHemM gepmarosiora no MecTy XuTenb-
ctea. B mae 2013 r. npu npueme npegHN3onoHa B [o3e
35 mr/cyT n pancoHa 50 mr/cyT passunocb 060CTpeHne
3aboneBaHnsa KOXu. HecmoTps Ha pasBuBLUeecs 060-
CTpeHne 3aboneBaHns KOXn, 60J1bHOM CaMOCTOATESIbHO
NPOAOSIKNUIT CHUXEHUE [03bl NpefHn3osioHa fo 27,5 mMr
B CyTKW. B nioHe 2013 r. 6b11 NOBTOPHO rocnuTannau-
poBaH B OTAENeHue KnuHudeckon gepmartonorum ®ry
«MHUOK» Munagpasa Poccun.

lMpn ocmoTpe Ha KOXe TynoBULLA U KOHEYHOCTEN
Ha OTEeYHO-3pPUTEeMaTo3HOM (POHe N Ha (PoHe BMAMMO
HEW3MEHEHHON KOXM pacnofiaranmcb MHOXECTBEHHbIE
ny3bIpu, Ny3bIPbKN, 3PO3UN 1 KOPKKU. DpO3nnN Takxe ume-

rpyan (B), anuTennsauns apo3nii Ha CAU3NCTON 060104Ke NOSIOCTY pTa (1)

BecTHuk aepmMmartonorun n seHeposiormm



JIUCb Ha cnuaucTor obonoyke nonoctu pra. O6pawiano
Ha cebs1 BHUMaHue Hann4ne MHOXECTBEHHbIX MUIINYMOB
Ha KOXe TYNOBMLLA U KOHEYHOCTEN Ha MecTax MpexXHUX
BbICbINaHum (puc. 4). MNMpun céope aHamHe3a 6bina BbISB-
neHa CBfi3b MOSIBNIEHWNS HOBbIX My3bIPHbLIX BbICbINAHWINA
C MEXaHW4YeCKMM MOBPEXAEHNEM KOXMW, YTO MO3BONUIO
YCTaHOBWTb NPEeABapUTESbHbIN AMarHo3 Npuo6peTeHHOro
6ynnesHoro anupepmonuaa (MB3).
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MposegeHa HPU® ¢ aHTuTenamum Kk IgG no metoavke
npeaBapuTeNnbHOro pacilennenns éuontata B 1M pac-
TBOpE HaTpus xnopuaa B TedeHve 24 4. (puc. 5). ObHa-
py>XeHo cBe4veHne aHTuTen K IgG B AepmanbHON 4actu
6uonTara (B AHE «UCKYCCTBEHHOrO ny3bIpsi»), YTO MoA-
TBepxaaeT anarHos NB3 (puc. 6). NpoBepeHo neveHwne:
NPefHU305IoH 27,5 MI B CYTKM NnepoparnbHO; AUNpocnaH
1 Mn BHyTpuMbILEYHO Ne2; 7 npouenyp HU3KOUHTEHCUB-

Puc. 4.

[Mpno6peTeHHbIN 6YNNe3HbIA 3NNAEPMONN3: 060CTPEHNE NMPU CHUKEHUN 103l NPEAHU30SI0HA 1 AancoHa. Bbichkl-
MaHNWA Ha KOXe CMUHbI (&), rPyau, XUBOTA 1 BEPXHUX KOHEYHOCTEN (6). MHOXECTBEHHbIE 60JIE3HEHHbIE 3PO3MN

Ha CNU3NUCTON 060J104Ke NOSIOCTY pTa (B), MUNNYMbI HA KOXKE ThIfIbHOW MNOBEPXHOCTU KUCTE (r)

Puc. 5.

Cxema CTPOeHUs KOXI B 06/1aCTI JePMO-3NNLEPMAbHOI0 COEANHEHMS B HOPME (a).
PacLienneHue 6monTtara Koxm B 30He MeXZy CBETIION W NIOTHOM NiacTUHKaMu nochne Bblgepxusanus B 1M pac-
TBOPE HATpKA Xopuaa ¢ 06pa3oBaHMeM Tak Ha3bIBAEMOr0 apTUdULMANbLHOIO Ny3bips (CTpenka) (6)



116 &

HOW nasepoTepanun KpacHOro crnekTpa Ha o4aru nopa-
XKEHUWS Ha CNM3NCTLIX 060MI04Kax Nosnoctu pra. HapyxHas
Tepanus: aspo30/ib NONbLKOPTOSIOH, KpeM DyLMKOPT, Masb
Llenectomepm, pactBop MnpamMmcTiHa, pactBop MeTuse-
HOBOro cuHero. B pesynbtaTe npoBefeHHON B TeveHne 18
OHen Tepanun 6bi1a OTMEYeHa NonoXNUTENbHas AMHaAMU-
Ka: 60NbLUMHCTBO 3PO3UIA CIIM3NUCTOM 0O60STOYKM MOSIOCTH
pTa anuTenuanposanock (puc. 7a). Ha kKoxe Tynosuwia,
BEPXHNX N HUMXKHUX KOHEYHOCTeN BbICbINaHUS YaCTUYHO
paspelmnuck (puc. 76).

B nocnepytowiem 60nbHOM B TedeHue roga nosy4arn
Mo MECTY XUTENbCTBA NEepopasibHO NPeaHM30JI0H B fo3ax
ot 12,5 mr go 27,5 mr, gunpocnaH rno 1 Mna BHyTPpUMBbI-
LIEeYHO Kaxable 2 Hend., peTabonun 1 Mn BHYTPUMbILLEYHO
(1 pas B 3 Hep.), Nnpenapatbl Kanusa 1 MarHusi, Hapy>Hyto
Tepanuio (aHUNMHOBBIE KPaCUTENN, TONMMYECKME TTIIOKOKOP-
TUKOCTEpOUaHbIe npenapartbl). B ¢BsA3M ¢ HeadhhekTUBHO-
CTbi0 MPOBOAMMON Tepanun B ceHTsaope 2014 r. naumeHT
BHOBb Oblf1 FOCMUTANM3MPOBaH B OTAENEHNE KITMHNYECKON
aepmatonorum ®IreY «MHUOK» MuHagpaea Poccuw.

ViccnenoBaHme 6uonTata BUAUMO 30POBON KOXI METOAUKON HPUD:
a — CTaHpapTHas metofuka HP® — Habnopaetcs cBeveHne aHTuTen K 1gG (3eneHblil LBET) BAOMb LepMo-

Puc. 6.

3NUAepManbHOro coefMHeHus (6enas CTpenka), Y10 MOXeT HaboAaTbes Kak npu 6ynesHom nemdguronie, Tak
n npu Mb3; 6 — metoanka HPAD ¢ npessapuTenbHbIM pacLuenieHnem buontata koxu B 1M pacTBope HaTpus

xnopuga — opmupyetcs «apTuduumanbHblii ny3bipb>» (MOAOCTb MY3bIPS YKa3aHa KPacHOM CTPESIKON), CBeYe-
Hue aHTuTen K 1gG (3eneHblil LBeT) HabnaaeTcs B He Ny3bIps, T. €. B AepMalibHOM 4acTyu pacLLensieHHOro 61o-
nTara (6enas CTpenka), Y10 COOTBETCTBYET KapTuHe 163

Puc. 7.
1 BEPXHUX KOHEYHOCTEN (6)

PesynbTaTbl Tepanuu AUNPOCNaHoM, NPeAHU300HOM I HUSKOUHTEHCUBHON Jla3epoTepanieil KpacHoro cnekTpa:
ANUTENM3aLs 3p03NI Ha CIIMBNCTbIX 060104KaX MOOCTN PTa (), Perpecc 4acTy BbIChINaHWIA Ha KOXe TyNoBULLA
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Puc. 8.

YuuTbiBas perynspHbie UHbEKLUM OunpocnaHa B Te-
YeHue rofa, 6bIf0 NPUHATO peLleHne 06 OTMeHe AUMnpo-
craHa 1 NpUcoeaVHEHUN K MPOBOAUMON Tepanum NpeaHu-
30/10HOM NepopanbHO B Ao3e 12,5 Mr B CyTKU METOTPEK-
carta B gosax o1 7,5 0o 15 Mr nogKoxHo 1 pa3 B Hefgenio.

C 11-ro gHs rocnutanuaaumm rnocne 2-iM UHbLEKUMM Me-
TOoTpekcaTa y 60NbHOro NpekpaTuiock NOSBIEHNE HOBbIX
BbICbiNaHuin. OTMeYeHa BbIpaXXeHHas NoSIoXUTeNbHas an-
HamuKa CO CTOPOHbI MAaTONOrMHYECKOro KOXHOro npowecca
B BMAE 9NuTENM3aummn 60MbLLNMHCTBA P03 HA KOXE TyNo-
BULLIA, BEPXHMX N HDKHUX KOHEYHOCTEN, a TakKe 4YacTuy-
HOW 3NUTEeNn3auun Ha Crm3ncTor 060M04Ke NOoMocTU pTa
C COXpaHEeHWeM efVHUYHbIX 3PO3Uin pa3MepoM A0 2 MM
B AMameTpe B ctagun anuTtenu3daumm (puc. 8). bonbHomy
ObINI0 PEKOMEHOOBAHO MPOAOSIKUTE NpUeM npegHn3oso-
Ha B go3e 15 mr/cyT nepopasnbHO 1 MeToTpekcarta B 103e

PesynbTarthl Tepanuu KOM6UHALIMEN NPEAHU30MI0HA U METOTPEeK aTa: anuTenn3auns 60sbLUUHCTBA 3PO3MIA HA KO-
XK€ Tpyau, XNBOTa, BEPXHUX KOHEYHOCTEN (a) 1 CruHbI (6)

Bpaya-fepMaToBeHeposiora rno MecTy XWTensCTea ¢ y4e-
TOM fla6opaTOpHbIX NoKasaTesien.

3akniouexue

Taknum o6pasom, 4nsa ycraHosneHns gnardHosa MNb63 He-
o6xogmnmo nposepeHve HPU® ¢ npenBapuTenbHbIM pac-
LienneHnem évonrtara BUaMMo 30opoBon koxu B 1M pac-
TBOPE HaTpus xnopuaa, Kotopas Nno3BonseT oTnn4nTs NED
OT 6ynnesHoro nemduronaa v Apyrux nysbipHbIX gepma-
To30B. Pesynbratsl HPU®D nmetoT 60nbLuoe 3HaYeHe ans
YTOYHEHUs AMarHosa, Koppekuun npoBOAUMON Tepanuu
1 NpoBeeHnst NPOMNAKTUHECKUX MEPOMPUSATUIA.

Tepanua 6onbHbix NB3 He Bcerga 6biBaeT addek-
TMBHA B JOCTATO4HOW Mepe. B npedcTtaBneHHOM KNMUHK-
YeCKOM HabniogeHnn TepanesTnHecknin ekt 6bin fo-
CTUMHYT NPW UCMONb30BAHNN KOMOMHALMM NPEeaHN30/10Ha

7,5—10 ™Mr 1 pa3 B Heflento NOAKOXHO NOf, HabnoaeHNeM

1 MeToTpeKcaTa.
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