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Resume. The article considers the data on‘hereditary bullous epidermolysis (HBE): etiolo-
gy, pathogenesis, classification, the most common forms, molecular genetic, biochemical, patho-
morphological features of the disease are considered in the article.
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AkTyanabHOCcTh. [IpoGiema HBD no Hactosmuii neHp SBiIsieTcs I0X0 U3Y-
YEeHHOW M3-3a KpailHe OrpaHW4YeHHOUW WHGOPMAIMU B JUTEPATYPHBIX UCTOYHHUKAX,
HEJJOCTATOYHO M3YYEHHBIX METOJaX AMArHOCTHKUA M JICUEHHUS. XapaKTepus3yeTcs
TSKCIIBIM TEUCHUEM, MHBATMIHOCTHIO M BBICOKOM JIETAIBHOCTHIO. [1, 2, 3]

Hean: O0o6muTh MuTepatrypubie nanubie o HBD, ompenenuts coBpemeH-
Hble OCOOEHHOCTH €r0 ATHOJIOTHH U MAaTOreHe3a; U3yUYUTh YacTOTy BCTPEYAEMOCTH
NaTOJIOTUH OPTaHOB U CUCTEM y nanueHToB ¢ HbO.

Marepuai u metoasbl. [Ipy BeITIOTHEHUN PaOOTHI UCIIOJIB30BAIUCH OOIIEHA-
yUHbIE METO/Ibl 0030pa, aHaau3a U 00OOUIEHUSI COBPEMEHHBIX JINTEPATYPHBIX JIaH-
HbIX M Hay4dHbIX cTtateit mo HBD, a Taxke mpoBeneH aHanu3 KIMHUYECKUX JaHHBIX
ucTopuii 6onesnerd mamuentoB ¢ HBD Ha 06azax: Y3 «l'opoiackoil KIMHUYECKUN
KOXKHO-BEHEpOJIOTuueckuil  nucmancepy, Y3 «MUHCKUNA 007aCTHOM KOXKHO-
BEHEPOJIOTHUECKU  nucriancep», Y3  «MoruneBckuii  00JacTHOM — KOXKHO-
BEHEPOJIOTHUECKHUI Aucnancep», Y3 «ButeOckuit 0061acTHON KIMHUYECKUA TIEHTP
JI€PMATOBEHEPOJIOTUU U KOCMeToJIorum» 3a nepuoj ¢ 2008 mo 2015 rr.

PesyabTarbl 1 ux o0cyxaenne. HBD — rpynmna reHeTHYECKH U KIMHUYECKU
reTePOreHHBIX 3a00JI€BaHUH, XapaKTEpU3YIOMIascss 00pa3oBaHUEM ITy3bIPEH U IPo-
3Uii Ha KOXKE U CIIM3UCTBIX 000JI0YKAX, MPEMMYILIECTBEHHO Ha MECTaX HE3HAYUTEIb-
HOTO MEXaHUYECKOTO BO3JEHCTBUS («MexaHOOyIIe3Hast 00JIe3HbY, HACIeICTBEHHAs
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my3bIpYaTKa), B MPOCTOHAPOAbe — «Oose3Hs 0aboukm» [2]. Cpemuss pacmpocTpa-
HeHHocTh HBD B Mupe coctasnsier 1,7 Ha 100 Thic. Hacenenus. Oaun u3 227 yeno-
BEK MMEET MYTaIlMIO B TeHe, OTBevaromeM 3a pazsutue HbD. O6a nmona mopaxaroT-
csa oguHakoBo. Hacnenyercs HBD kak mo ayToCOMHO-AOMHUHAHTHOMY, TaK ayTo-
coMHO-penieccuBHoMy Tuny. HBD — rpynmna 3aboneBanuii, mpu KOTOPHIX MyTalllH
SIBJISIFOTCST OCHOBHBIM 3THOJIOTHYECKUM (HaKTOPOM: MHCCEHC-MYTallid, HOHCEHC-
MyTalllK, ACNICUHd, MYTallMd pPaMKH CUUTHIBAHUS, WHCEPIUHU, MyTalluu caiTa
CIUTaiCMHTra, MOJTYaIlllie MyTalluK. Y CTAHOBIIEHO, YTO MYTallMK B OCHOBHOM IPOMC-
xomaT B renax: KRTS5, KRT14, DSP, PKP-1, PLEC, ITGAG6, ITGB4, L AMB3,
LAMA3, LAMC2, COL17A1, COL7A1 u KINDI1, kotopsie OTBEUaIOT 3a CHHTE3
OeJIKOB: KepaTuH 5, kepaTuH 14, necMoruiakuH, miako@uivud |, IiIeKTHH, UHTETPUH
a6p4, namuauH 332, Komutared 17-ro Tuma, KojiareH 7-ro Tuma, kuHmMH 1. [le-
dexT Toro wim uHOTo OeKka u Oyaer onpeaenats Gopmy HBD (Tabmuma 1) [2, 3].

Tabnuya 1. I'enbl, moaBepraroupiecs MyTaIysM, TPy pa3HbIX popMax OyJIIE3HOTO SMUACPMOIH3a
OcHoBHBIC TH- OcHoBubie moxTumb B I'ensl, koampyrommue 0Oenku-

nsl B9 MHILEHHU

PKP1 (mmakodumimua-1)

CymnpabazanbHbIit DSP.(neemorutakun)

Bo3mMoxHO apyrue

KRTS5 (kepatun 5)

KRT14 (kepatun 14)

bazanbpHbIi PLECI (mnexTtun)

ITGAG

ITGB4 (0634 nnTeprun)
LAMA3

TUI XEpIUTL LAMAB3 LAMC?2 (1aMMHUH —

332)

LAMA3

LAMAB3

LAMC?2 (tamunus — 332)

COL17A1 (konnarex 17 tun)
ITGAG

ITGB4 (a6p4unteprun)

Huctpodudecknii | Jlomunantasii 16O COL7A1 (xonnareH 7 Tumna)

b> PeneccuBnsbiit /16D COL7A1 (xonmarex 7 Tuma)

Cunapom ]
Kunjiepa KINDI (kuummua-1)

[Tpocroii B

ITorpannuHbIi
b9
JpyTye TUIIbI

HBD nenutcs Ha 4 OCHOBHBIX THMA: MPOCTOW, MOTPAHUYHBIN, TUCTpOdHUe-
ckur u cuHapoMm Kunmiepa. [laHHOe pa3aeneHre MPOUCXOAHUT B 3aBUCHUMOCTH OT
yYpOBHSI 00pa30BaHUs My3bIped B CI0SIX KOXKHU Ha YIbTPACTPYKTypHOM ypoBHe. [lep-
BbIX 3 Tuna HBD monpasjienensl emie Ha MOATHUIIBI, KOTOPBIX BblaeaeHo Oosee 30 B
3aBUCHUMOCTH OT PACIOJIOKEHUSI B KOXKE€ CTPYKTYPHOTO AedeKkTa U UMMYHOTHCTO-
XUMHYECKHX JIaHHBIX [2, 3].
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3a nepuon ¢ 2008 mo 2015 rona Ha 6a3e Y3 «['opoJicKOl KIMHUYECKUN KOK-
HO-BEHEPOJIOTUUYECKUH nucnaHcepy ObLIo 3aperucTpupoBano 13 manuentos (46,2%
myxunabl u 53,8% o>keHmmHbI); Ha 0aze Y3 «MwuHCKHI 00J1aCTHON KOXKHO-
BEHEPOJIOTHYECKUI TUCITaHCep» OBLIO 3apeTUCcTpupoBaHo S5 marueHToB (60% Myx-
yuH u 40% oxenmuH); Ha Oaze VY3 «MoruneBckuii 00JaCTHOM KOXKHO-
BEHEPOJIOTHYECKUHN JHCIaHcep» ObLI0 3aperucTpupoBano 8 mamueHtoB (37,5%
MYKUUH U 62,5% >xeHiuH); Ha 0a3e Y3 «BureOckuii 001acTHON KIMHUYECKHIM
[EHTP JI€PMATOBEHEPOJOTUNA U KOCMETOJOTUNY ObLIO 3apeructpupoaHo 10 namwu-
eHToB (60% MmyxuuH 1 40% >KEHIIUH).
Pacnipoctpanennocts paznmuunbix ¢popm HBD: mpoctas — 30%; nuctpodu-
yeckas — 14% u neycranoBnenHas — 56% (pucyHok 1).

m Mpoctan = Auctpodmueckan HeyctaHoBneHHasa

Pucynox 1 — PactipoctpaHeHHOCTh pa3ingHbIX popm HBED y o0cnenoBaHHBIX MAIMEHTOB 3a I1e-
puoa ¢ 2008 o 2015 rr.

VY maumentoB ¢ HBD yacTora BCTpeuaeMOCTH COMYTCTBYIOIIEH MAaTOJIOTUU
OPTraHOB M CHCTEM CIICAYIOUIAs: MOpaxeHne nojaoctu pra — 89,3%, marosorus xe-
nynouHo-kuiieuyHoro tpakta (JKKT) — 83,3%, ckeneTHO-MbIlIeuHbIE JedhopMalum —
71,6%, nopaxxeHue. CEpACUHO-COCYaUCTON cucteMbl — 44,4%, maTonorust Modeno-
noBo#t cuctembl — 40,5%, nopaxxenue Horteit u Bosioc — 34,9%, maronorus JIOP-
opraHoB — 26,1%, nopaxenue ria3 18,1%.

3akJroueHue.

1. Bompocs! aTnonoruu u naroreneza HbD no-npexxnemy octaroTcs 10 KOHIA
HE U3yYCHHBIMHU.

2. B ocHoge pa3sutusa HBD nexar pa3nudHoro poja MyTaluu.

3. JloJist manMeHToB ¢ HEYTOYHEHHOU KimHn4decko (popmoit HBD cocrasnsier
56%.

4. ITopaxkenus nmosioctu pra, cauzuctort odonouku XKKT u ckeneTHo-
MBIIIIEYHON CUCTEMBI SIBJITIOTCS HanbOoJIee YacTO BCTpEeYaeMOoM CONMyTCTBYIOIIEH Ma-
tonorueu npu HBO.

HNudopmanus o BHeApPEeHHH Pe3yabTaTOB HccaeA0BaHud. [Io pe3yibrartam HacTOAIIEro uccie-
JIOBaHUS OMyOJIMKOBAHO 2 CTaThU B COOPHUKAX MaTepHajoB, | TE3UC TOKIAA0B, 1 akT BHEPEHUS
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B 00pa3oBaTelbHbI npouece (kadeapa natojaoruueckoi ¢pusunonoruu benopycckoro rocyaap-
CTBEHHOT'O MEJUIIMHCKOTO YHUBEPCUTETA).
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