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MmuorodopMHas 3KcCyJaTUBHAs pUTEMaA
(MD93) — octpoe 3a00IeEBaHNE KOKU U CIIM3UCTBIX
¢ HOMMMOPGHLIMA BBICBITAHASAMA W HAKJIOHHO-
CTBIO K pelUAMBaM IIPESUMYIIECTBEHHO B OCEHHMI
U BeceHHUI niepuopl [2]. Bo3HuKaeT B OCHOBHOM
Y MOJIOZABIX JIIOJEH U JIMI cpeaHero Bo3pacra [1].
Tounble Mexann3Mbl MDD 10 KOHIA HE U3YYEHEI.
H3BecTHO, YTO B IIaTOreHe3¢ NPUHUMAIOT yJacTue
AMMYHOJOTMYECKHE MEXAHM3MBI: 3a00jIeBaHNe
paccMaTPUBAIOT KaK THIIEPEPTUYECKYIO PEAKIIHIO
Ha KepaTuHOLMTHEI [3]. B CBIBOPOTKE KPOBH BbI-
seistor 1HUK, a B cTeHKax cOCyIOB IEPMEI OT-
noxenue IgM u C3-KOMIIOHEHTa KOMILJIEMEHTA.
MDD CBS3BIBAIOT ¢ CEHCHUOMIM3ALMEN OpraHu3Ma
K pa3JIM4HBIM JIEKAaPCTBEHHBIM MpernapaTaM HIIH
pa3BUTHEM Ha (HOHE HEKOTOPEIX MHMEKIIMOHHEIX
3aboneBanuii [4]. Takum 06pa3om, pa3auyaroT
2 GOpPMBI: TOKCHKO-aJIZIEPTHYECKYIO (CHMIITO-
MaTH4YECKYI0) GopMy U MH(DEKIIMOHHO-AJUIEPTH-
YECKYI0 (MIMOIIATUYECKYI0). TOKCHKO-aJljIepru-
YEeCKHE BapHaHTHEl MHOrO(OPMHOM 3KCCYIaTHB-
HOHM 3pUTEMBI 3aHHUMAIOT Bcero Jumb 10 20 %
OT BCEX cly4yaeB 3a00€eBaHusA, B TO BpeMs Kak
OCHOBHAas MX Macca CBsS3aHa C BO3JCHCTBHUEM

MH(DEKIIMOHHBIX ar€HTOB, XOT 10 APYTHUM JaHHBIM
MH(EKITHOHHO-aJITIepruueckas GopMa BCTpeda-
ercs bonee, yeM B 93 % [1]. I1o nmurepaTypHBIM
JAHHBIM, 3a IOCIeAHHE 15 Jer OmMCHIBAIOT
B OCHOBHOM TOKCHKO-aJ/UIEPTHUYECKYIO (HOpMY
[5, 6]. B 50 % cay4aeB mpoBokaTop (MH(pEKIH-
OHHBIN WM TOKCUYECKUH areHT) BBISIBUTH HE y/a-
ercsa. IlogBwinch [aHHBIE O BIMSHHUM BHUpYyca
IIPOCTOT0 repIieca Ha BOSHUKHOBEHHE MH(EKIH-
oHHO-ajuIeprudeckoi Gopmel MDD [7]. Uabek-
LIMOHHO-aJUIEpTUYecKast (HOpMa COMPOBOKIACTCS
OCTPBIM HAyajoM U INPU3HAKAMU WHTOKCHUKAIIUH
B BHJIE TOJIOBHOM OO/IM, TOBLIIIEHUS TEMIIEPATY-
PBI, HEAOMOI'aHUsA U T. II. B TO BpeMs KaK TOKCUKO-
ajuleprudeckas ¢opma HeE HMeeT OOIUX
CHUMIITOMOB M CE30HHOCTH. XOTA KIMHUYECKHE
MIPOSIBIICHMS OJMHAKOBEI JUIs 2 (hOpM U ITPOSIBIIS-
I0TCS B BUJC MATHUCTO-TIAINYJIE3HBIX U OyIIIe3-
HBIX IIPOSBIICHUH.

BeicbimaHus MOryT OBITH OOHMIBHBIMH
M CKyIHBIMHU. TONBKO Ha CIIM3KMCTON ITOJIOCTH PTa
MDD Berpevaercsa v 5 % marwmenrtos, v 30 % ma-
[IMEHTOB HAOIIOMAIOTCS ITOPaKEHUsS Ha KOXKE
M CIIM3KMCTOM IOJIOCTH pPTa, PEAKO BCTpeYaeTcs
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Ha reHuTanusax. Hukorma He mopakaercss BOJIO-
cHCTas 4acTh rojioBel. JInarnoctuky MOD mpo-
BOOSAT Ha OCHOBAaHHHU KJII/IHI/I‘ICCKOﬁ KapTHUHBI.
JIOIOTHUTEIRHBIX KPUTEPHUEB, IMOATBEPKIAIO-
mMx 3TO 3aboieBanue, HeT. Berpewaercs ona
yaiie, 4YeM JHarHOCTUpPYeTcs. OTO CBSA3aHO
C pa3HbIMH ITpUYHHAMH, B OCHOBHOM C HCTUIINY-
HOM KIMHUYECKOM KaApTHHOM M CKYTHOM CHMII-
TOMaTUKON. MHOrma mopakeHus Ha CIU3HCTOU
IOJIOCTH PTa OrPAaHHYMBAIOTCS HECKOILKUMHU
DJIEMEHTAMH M HE COIPOBOXIAIOTCS OOIIUMMU
seiaeHuaMu. Takyio (opMy 4YacTo HPHUHUMAIOT
3a TOKCHKO-aJIIeprudeckyio ¢opmy MDBD wim
BOOOIIE 3a Apyroe 3aboiieBaHUE (TOKCUKOIED-
MHIO, KpanuBHUILY). B neueHnu nHPEKIHOHHO-
aJuIepruyeckoil  (opMbl  BaKHBIM  SABJISIFOTCS
AHTHOWOTHKH, a MPU TOKCHUKO-aJUICPTUICCKON —
TIIIOKOKOPTHKOCTEPOUIHI [8].

IIpuBoguM coOCTBEHHOE HAOIIONEHHUE.
K., 60 mer, obpaTuiiacek ¢ kaiao0aMH Ha BBICHI-
MMaHusi BO DTy, XOKEeHHe. 3aborena BIIEPBEIE,
3a00JeBaHME HU C YEM HeE CBA3LIBaeT. boinbpHa
HECKOIILKO MecsrieB. Ilossienne 3aboseBaHus
CBS3BIBAET C JIEUEHHEM 3YOOB (JI€umia, IIpOTE3H-
poBajyia, OBIIM HCIONB30BaHBEl 00€300IMBAIOIIIE
npernaparsl, IIIOMOMPOBOYHBINH MaTepuain). Obpa-

Puc. 1. Beicbimanus npy M33 B nonocty pra

[lpy mnampnanMu oTMEYaeT HEOOJBIIYIO
00JIe3HEHHOCTh. KOXKHBIM MPOIECC HOCUT CHM-
METpUYHBIH XxapakTep. OOIee caMOYyBCTBHE
xopomiee. Temmeparypa tena 36,6°. BeictaBieH
JIMarHO3: MHOro(OpMHasi SKCCyIaTHBHAs dpHUTE-
Ma. HecMoTpst Ha OTCYTCTBHE OOIIUX ITPOSIBIIEHHI
Y YYHTBIBAs YacTOe peliAUBHpOBaHue, HedPdek-
TUBHOCTh TJIFOKOKOPTHKOCTEPOUIOB, paHee ObLIO
MPUHITO PEIICHHE O Ha3HAYCHUU aHTHOWOTH-
KoB: aMoKcuIHJIIKH 1mo 1 000 Mr 2 pa3a B CyTKH
7 nmeit, 30 % pacTBOp THOCYyIb(aTa HATPHI
o 10 mi BayTpuBeHHo Ne 10, pacTBOp TaBeruia
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Iajgach K JiedalleMy Bpady-CTOMAaToiory. Brl-
CTaBJISUIMCh JUArHO3bI: KOHTAKTHO-aJIEPrUYeCKUM
CTOMATHT, TOKCHUKOJEPMHUS, T'€PIIETUYECKHI CTO-
MatutT. Ha3Hadanack HapyKHasi IIpOTHBOBOCIIA-
JINTCNIbHAS TEpanus, aHTUTHCTAMHMHBI U JIa)Ke
cliejlaHa MHBEKIMA JuIpocnaHa. JleueHne oxa-
3BIBAJIO BPEMEHHEIH d(h(eKT.

Yepes nexoropoe BpeMst (7—10 mgHeii) BbI-
CBIIIAHUS PELUMAUBUPOBAJIM, MPHYEM JIOKAIH30-
BaJIMCh B OJHOM M TOM K€ MECT€ Ha CJIIM3UCTOM
IIOJIOCTH PTa, YTO 3aCTaBJISLIO JyMaTh O IPOCTOM
repriece. Ho kxorja BbICHIIIaHUS IOSBHJIMCH Ha
KOJXK€, TaIlMeHTKa o0paTuiaachk K JepMaTOBEHE-
ponory. Ha MOMEHT ocMmoTpa JIeKapCTBEHHBIX
mperapaToB He NMPUHMMAala ¥ paHee 3a0ojicBa-
HHUSMH KOXKHM HE CTpajalia.

IIpn ocMoTpe: HA CIM3UCTOM MOJOCTH pTa
B 00JacTH IIEKH HMEETCS DPO3HMS OKPYIJIOH
(hopMBI, HEOOJIBIINX PA3MEPOB, IPUMEPHO C HOr-
TEBYIO TUIACTHHKY, PO30BOI0 IIBETa C OOPBIBKAMHU
snurenus no nepudepun (puc. 1).

Ha mBapyXHOM ITOBEPXHOCTH KOJEHHBIX
M JIOKTEBBIX CYCTABOB HMMEETCS OOMJIbHAS CHIIb
B BHJE PO30BO-CHHIOIIHBIX IIITEH HEOONBIINX
pa3MepoB, CKIOHHBIX K CISTHHIO. BTOpHYHBIX
3JIEMEHTOB HET (puc. 2).

[

K

Puc. 2. IlopaxeHue KOKHBIX IOKPOBOB IIpyu M2

(knemactuHa ruapodyIopaT) Mo 2 MJI BHYTPH-
MmbImedHo Ne 5. MecTHO: KaueCTBeHHAs TUTHEHA
rorroctu pra (pactBop «IlapoHTtam mo 15 xarenb
3 pa3a B CyTKH 7 AHEH), alIUIMKaldH Oalib3ama
KapaBaeBa (BuTaoOH), Ha Oodard IOpPaKCHHS Ha
KOXe — Ma3b «ABaHTaH» (METHIIPEAHU3OIOHA
arernoHart) 1 pa3 B CyTKu 7 THEH.

[lociae mpOBEIEHHOroO JEYEHUS IATOIOIH-
YeCKUM TPOIeCC Ha KOXKE U CIAU3KUCTOU IMOJIOCTH
pTa pa3penuics.

Taxkum 00pa3oM, IPaBUIBHO IOCTABJICH-
HBIA Jardo3 n aJ€KBaTHO HasHAYCHHaA TCpalinsd
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TIPUBETH K BBI3IOPOBJICHUIO MAITUCHTKH U CTOM-
KO pEMHUCCHHU.

BoiBoabI. HubexkupronHo-aJIepruyecKas
dbopma MDD MOkeT IIPOTEKATh CO CKYIHBIMH
KITMHIYECKUMH TIPOSIBIICHUSMH, O€3 IPH3HAKOB

WHTOKCHKAIIHOHHOTO CHHJPOMA, YTO 3aTpyIHSET
JMAarHOCTHKY 3a00JeBaHMs W HE II03BOJSIET
Ha3HAYUTh TPABHIBHYIO IAaTOICHETHYECKYIO
Tepanuio (AaHTHOUOTHKH).
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BpokaeHHBINH  OyIJIE3HBIH  SMUACPMOIH3
(BBD) (cunonmmer: 6one3np KebHepa, MexaHo-
Oymiesnass Oone3nb [onmpamieiizepa, Hacien-
CTBeHHas Tmy3bipuaTka bpoka, Oysie3HbIi
HaCJICICTBCHHBIN KepaTtonu3 Tepeka, pemphigus
traumaticus, bullosis mechanica hereditaria,
acantolisis bullosa, acanthokeratolisis bullosa) —
HEOJHOPOHAS 110 KIIMHUYECKHM MPOSBICHHIM
W TEHETUYECKH TPYIIa HACIIEACTBEHHBIX 3a00-
JIEBaHUH KOXKU M CIM3UCTBIX 000JI0YEK, KOTOpas
XapaKTepu3yercsl MOsBICHHEM ITy3bIpel Tocie
Jake HE3HAYUTENLHOTO MEXaHHMYECKOro BO3-
JEWCTBHS Ha KOXKY, a PH HEKOTOPHIX (opMax —
CIIOHTaHHO.

Briepseie BED 0Ob11 onmcan F. Hebra kak
HaCJIEJCTBEHHBII epMaTo3, 3aTeM B 1886 romy
H. Kobner npennoxun Ha3bIBaTh JaHHBIN 1ep-
MaTO3 «HACIENCTBEHHBIH OYyJUIE3HBIA 3MHJCp-
monm3y [3].

B mnacrosmee Bpems B Poccum dacrora
BcTpewaemoct BBD cocraBmger 1:50 000—
1:300 000, ¢opMBbI C JErKUM TEUECHHEM BCTpE-
qatotcst ¢ yactoroir 1:50 000 poxos, Oosee Ts-
xenbie hopmel — 1:500 000, a mporHozupyemoe

eKerogHoe KomudecTBo cinyvaeB 14-34 Ha
1,7 MJIH HOBOPOXKIEHHBIX [6, 7].

Ortnonorus m naroreses BBD no Hacros-
LIETO BPEMEHH MaJION3y4eHbl, TPUIUHON pa3Bu-
i Bcex (opm BBD sBisitorcss MHoOTrOumHC-
JIGHHbIE TeHHbIe MYTAIlMM B Pa3IMYHBIX XPO-
MOCOMax, B HAacTOsIIee BpeMsl BHISBICHO Ooiee
1 000 mytanuii B 15 reHax CTPYKTYpHBIX O€l-
KOB KOXU [9]. B pe3ynbrare 3TUX MyTallHOHHBIX
M3MEHEHHUI MPOUCXOANT aKTHUBALUA MPOTEHHa3,
TOBBIIIIEHNE aKTUBHOCTH KOJIJIar€Ha3bl, MOBPEX-
JIeHWE KPEISIUX TOHOQUIAMEHTOB M THIIOIJIa-
3us TIoiryiecMocoMm [2, 3, 5.

BB2 — HeomHopomnas rpymma, B HACTOS-
niee BpeMs BbiieneHo Oonee 20 ero pa3HOBUI-
HocTel (moaruroB). B ocHOBY kiaccupukanuu
MOJIOKEH YJIBTPACTPYKTYPHBIN aHaln3 IOBpe-
JKJIEHUW, TPOBOJUMBIN C MOMOIIBIO JIEKTPOH-
HOW MuKpockoruu [2]. Bce u3BectHbie (popMbI
pazaeneHsl Ha TPU TPYIIIBL:

1) snudepmorumuueckas, KOTopas xapak-
Tepuzyercsi 00pa3oBaHUEM Iy3bIpeil Ha ypOBHE
SMUTENUOIUTOB 0a3aJbHOTO CJIOST 33 CUET
JNE3UHTEeTpallui M IIUTONN3a KEePaTUHOILUTOB
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