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Pe3tome:. 6 cmamve paccmompervl OaHHble 0 HACAeOCMBEeHHOM OYa1Eé3HOM dnudepmonuze (HFI):
omuoJiocusl, namoceHes, maccuc[)ukauuﬂ, HCZM6OJZ€€ uacmo ecmpevarowuecs ¢0pﬂflb1, MOJIEKYIAPHO-
ceHemudeckKue, 6u0xuMutteCKue, namOMopgbOﬂoeulteCKue OCO6€HHOCI’I’lu 3a60ﬂ€6aHuﬂ.

Resume:. the article considers the data on hereditary bullous epidermolysis (HBE): etiology,
pathogenesis, classification, the most common forms, molecular genetic, biochemical,
pathomorphological features of the disease are considered in the article.

AxryajabHoOcTh. [Ipobnema HacimeacTBeHHoro OymiesHoro snuaepmonunsa (HBD)
[0 HACTOSALIMKA JIEHb SABJISIETCS IUIOXO H3YYEHHOW U3-3a KpalHE OrpaHuYEHHON
uHDOpMaIIM B JIMTEPATypHBIX HMCTOYHHMKAX, HEAOCTATOYHO W3YUYCHHBIX METO/ax
JUarHOCTUKU W JICUCHUS. XapaKTepU3yeTCsl TSHKEJIbIM TEYEHUEM, WHBAIUIHOCTBIO U
BBICOKOM JIeTaJabHOCTHIO [1, 2, 6].

Henn: onpenenutTh COBpeMEHHbIE 0COOCHHOCTH 3THOJIOTHH U ntatorene3a HBD.

3agaum: 1. M3yunuth u 0000IIUTH JTUTEPATYPHBIE AHHBIE, CBA3aHHBIE C BOIIPOCAMU
stuonioruu u naroreHeza Hb3; 2. Onpenennts 4acToTy pacIpOCTPAHEHHOCTH Pa3JIUYHbIX
dbopm HB3; 3. BBIsICHUTE 4aCTOTY BCTPEUAEMOCTU COMYTCTBYIONIEH MAaTOJIOTUU OPTraHOB U
cucteM y naruenToB ¢ HBD.

Marepuan u meroasl. [Ipu BemomHeHUN pabOTHI UCTIOIB30BAIMCH OOIICHAYYHBIC
MeTOo/ibl 0030pa, aHaIu3a U 0000IIEHUS! COBPEMEHHBIX JTUTEPATYPHBIX JAHHBIX U HAYYHBIX
crareit mo HBD, a Takke mpoBeneH aHamM3 KIMHUYECKUX JaHHBIX MCTOpUMA OoJe3Hen
nanueHToB ¢ HBD Ha 0azax: V3 «Il'opoackoi KIMHUYECKHI KOXHO-BEHEPOJIOTUUECKUN
nucrancepy, Y3 «MwuHCKUM 00JaCTHOM KOXHO-BEHEPOJIOTHYECKUN JucIancep», Y3
«MoruseBckuil 00JacTHOM KOXXHO-BEHEPOJIOTHYECKUN AucmaHncep», Y3 «Burebckuit
00JaCTHOM KIMHUYECKUM LEHTP JAEPMATOBEHEPOJIOTMU U KOCMETOJIOTHW) 3a TEPUOA C
2008 o 2015 rr.

PesyabTarel m ux oo0cy:xkaenume. HBD — rpynna reHermuecku M KIMHHYECKH
reTepOreHHbIX 3a00JIeBaHUM, XapaKTepu3yromascs o0pa30BaHUEM Iy3bIpel M 3po3uil Ha
KOXX€ U CJIM3UCTBIX O000JIOYKax, MNPEUMYVIIECTBEHHO Ha MeCTaX HE3HAYUTEIHLHOIO
MEXaHUYECKOTO  BO3JECUCTBUS  («MeXaHOOyJUie3Hass  OOJIE3HBbY»,  HACJEICTBEHHAs
my3bIpuaTKka), B IIPOCTOHApoOJbe — «Ooye3nb Oaboukw» [2, 3]. Cpennss
pactipoctpaneHHocTh HBD B mupe cocrasmser 1,7 va 100 twic. Hacenenus. Onun u3 227
YeJIOBEK MMEET MYTAIUIO B TeHE, oTBeuarolieM 3a passutue HbD. O6a nmona mopaxkarorcs
onuHakoBo [4, 7]. Hacnenyercs HBD kak mo ayrocCOMHO-1OMUHAHTHOMY, TaK ayTOCOMHO-
penieccuBHomMy tuny. HBD — rpymma 3aboneBaHuii, Ipu KOTOPBIX MYTAlMHU SIBJISFOTCS
OCHOBHBIM ATHOJIOTUYECKUM (aKTOPOM: MUCCEHC-MYTAI[UU, HOHCEHC-MYTaIluH, JEICIHH,
MyTalldd paMKU CUMUTHIBAHUSA, WHCEPUUHU, MyTallMd CalWTa CIUIaliCUHra, MOoJYalue
MyTallH. Y CTAHOBJIEHO, YTO MYTallMd B OCHOBHOM TipoucxonsiT B renax: KRTS, KRTI14,
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DSP, PKP-1, PLEC, ITGAG, ITGB4, LAMB3, LAMA3, LAMC2, COL17A1, COL7A1 n
KIND1, xotopsie OTBeHaroT 3a CHMHTE3 OCJIKOB: KepaTwH 5, KepaTuH 14, IeCMOIUIaKuH,
mwiakopuiuH |, miekTuH, uaTerpud o634, mamuuuH 332, KoyuiareH 17-ro Tuma, KoJjareH

7-ro tuna, kuaaauH 1. Jledext Toro mam mHoro Oenka u Oyaer onpenenstb Gopmy HBD
(tabmuma 1) [5].

Tabmuna 1 — 'eHbl, mogBeprarmuecs MyTalusM, TPy pa3HbIX GopmMax OyIIIe3HOTO AMHASPMOIIN3A

OcHoBHBIE TUNIBI BD OcHoBHbIe noaTunel B9 I'enbl, koaupywime  0OeJIKHU-
MM IIEeHH
[Ipocroit B2 Cynpaba3zanbHblii PKP1 (nmnaxodummmu-1)

DSP (necmonuiakun)
Bo3moxHO apyrue
bazanbnbIii KRTS5 (kepatun 5)

KRT14 (kepatun 14)

PLECI1 (nunexTun)

ITGAG

ITGB4 (064 unreprun)
[Torpannunsiii bO TUTT XEPJIUTIL LAMA3

LAMAB3 LAMC2 (namMuHMH —
332)

JIpyTrue THIIBI LAMAS3

LAMAB3

LAMC2 (namunun — 332)
COL17A1 (xomnaren 17 tum)

ITGAG
ITGB4 (a6p4uHTEprUH)
Juctpoduuecknii b2 HomunanTHsii JIBD COL7A1 (xomnaren 7 Tura)
PenieccuBnsiii /162 COL7A1 (xonnareH 7 tuna)
Cunnpom Kunmiepa KINDI1 (kunmmun-1)

HBD nenutcst Ha 4 OCHOBHBIX THUIIA: MPOCTOM, MOTPAHUYHBIA, TUCTPOPUUECKU U
cugapom Kunmnepa. JlaHHoe pa3feneHre NPOUCXOJUT B 3aBHCHUMOCTH OT YPOBHS
o0Opa3oBaHusl MYy3bIpEi B CIOSIX KOXHM Ha YJIbTPacTpyKTypHOM ypoBHe. llepBbix 3 Tuma
HBD nonpasneneHsl eiie Ha MOATUIBI, KOTOPHIX BbIAEIeHO Oosnee 30 B 3aBUCHMOCTH OT
pAcCIIONOKEHUS B KOXKE CTPYKTYPHOro AeeKkTa ¥ MMMYHOTMCTOXUMHYECKHX JAaHHBIX [2,
3].

3a mepuoa ¢ 2008 mo 2015 roma Ha 6a3e Y3 «I 0poackoil KIMHUYECKUN KOXKHO-
BEHEPOJIOTUYECKUI JUCIIaHcep» ObUIo  3apeructpupoBaHo 13  manumeHtoB  (46,2%
MykuuHbl U 53,8% okeHmuHbl); Ha Oaze Y3 «MuUHCKME O00JacTHOM KOXKHO-
BEHEPOJIOTHYECKUH ucnaHcep» ObLIO 3aperucTpupoBaHo 5 mainueHToB (60% MyXuuH U
40% xenmuH); Ha Oa3ze Y3 «MoruneBckuili OO0JACTHOM KOKHO-BEHEPOJIOTHYECKHI
nucnaHncep» ObuIo 3apeructpupoBaHo 8 manueHToB (37,5% myxuuH u 62,5% >KEeHIuH);
Ha Oa3ze Y3 «BureOckuii 00JIaCTHOM KIMHUYECKUH LIEHTP JAEPMATOBEHEPOIOTHMH U
KocMeToJIorun» 0bu10 3apeructpupoBano 10 namuenToB (60% myxuns u 40% *KeHIIMH).

Pacnipoctpanennocts paznuunabix Gopm HBED: npoctas — 30%; mucrpoduueckas —
14% w HeyctaHoBeHHas — 56% (pucyHok 1).
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M MpocToi HBD
m Aunctpoduuyecmkin HBI

HeyTouHeHHbIM HBD

Puc. 1 — PactipocTpaHeHHOCTb pa3muHbIX (hopm HBD y o0cnenoBaHHBIX TAIIMEHTOB 3a MEPU O/
¢ 2008 mo 2015 rr.

VY mammentoB ¢ HBD wactoTta BcTpeuaeMOCTH COMYTCTBYIOIIEH MAaTOIOTHH OpraHOB
U CHUCTEM CIIeAyIoas: MOopaxXeHHe TMojocTu pra — 89,3%, maTonorus KemyIodHO-
kumeunoro tpakrta (OKKT) — 83,3%, ckenetHo-mbimeunsie aedopmaruun — 71,6%,
HOpaKEHHUE CepACUHO-COCYIUCTON cuctemMbl — 44,4%, maTonorusi MOYENOJIOBOW CHCTEMBI
— 40,5%, mopaxxkenne HorTed m Bojoc — 34,9%, maronorus JIOP-opranoB — 26,1%,
nopaxkenue raas 18,1% (pucyHok 2).

MOPAKEHME [/1A3 18,1%
MATO/0OIUA JIOP-OPTAHOB
MOPAMEHUE HOITEW M BO/IOC
MOPAMXEHUE MOYEMNO/I0BOV CUCTEMb! 40,5%
MOPAKEHWE CCC
CKE/IETHO-MbILLEYHbIE IEGOPMALIUM
MATOOMUA KKT

NMOPAXEHMUE MNOJIOCTU PTA
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YactoTa BCTpeuaemocTu OC/IOXKHEHUM, %

Puc. 2 — YacToTa BCTpEYaEMOCTH COITYTCTBYIOIIEH MATOJOIMU OPraHOB U CUCTEM y MALlUEHTOB
¢ HBD 3a nepuoa ¢ 2008 mo 2015 rr.

BeiBoabi: 1. Bonpocsl atnonornn un narorene3a HbD mo-npexHemy ocrtaroTcs 10
KOHIIA HE W3YyYEHHBIMH, B OCHOBE pa3Buths HBD nexar paznuyHOro pojga myraunuu; 2.
Jlonsi manuMeHTOB ¢ HEYTOYHEHHOHM kimHudeckou ¢opmoit HBD cocraBmser 56%; 3.
[Topaxxenust mosocTu pra, ciauzuctor 000mouku KKT u ckeneTHO-MBIIIEYHONH CHCTEMBI
SBIIIIOTCS] HAaMOOJIee YacTo BCTpeUaeMou ComyTcTBytomen naronorueit mpu HBED;
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