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Peszrome:. uccneoosanue NOCBAUWEHO U3YHUEHUID COBPEMEHRHbLLX ACNEeKnoe 9muoaocuu. U KIUuHUKO-
NAMo2eHemudeckol  XapakmepucmuKky  HACleOCmE8eHHo2o  Oylie3Ho2o -anudepmoausa  (HBD).
YCmaH06]Z€HO, unmo 60npocCsbl Imuoocuu U namoceHesd HBED no-npesicCHemy ocmarwmcst 00 KOHYA He
U3YUEeHHbIMU, 0051 NAYUEeHMO8 C HeYMOUHeHHOU KiuHuveckou ¢opmou HBI  cocmasnsem 6onee
NnoJIOBUHbL 6CeEX caydaes, uUnmo ceudemeﬂbcmeyem 0 Heobxooumocmu Jyduteco U3ydeHus oannou
npooemsl.

Resume: the study is devoted to the study of modern aspects of the etiology and clinical and
pathogenetic characteristics of hereditary bullous epidermolysis (HBE). It has been established that the
issues of the etiology and pathogenesis of HBE are still not fully understood, the proportion of patients
with unspecified clinical form of the HBE is more than half of all cases, which indicates the need for a
better study of this problem.

AKTYaJIbHOCTb. HacnenctBennsrit OyJUIe3HBIN SIUJIEPMOJIN3 (HBD)
(«mexaHOOysUIe3Hass OO0JIe3HbY», HACIIEACTBEHHAS ITy3bIpUaTka, «00Je3Hb 0ab0uKM»)
IpeJICTaBIsIeT CO0OM TpyIy TeHETUYECKH W KIMHUYECKHM TeTepOreHHBIX 3a0o0JieBaHUMN
(6onee 30 reHOTHUNUYECKHUX U  (QEHOTUNHUYECKUX (HOPM), XapaKTECPU3YIOIIUXCS
oOpa3oBaHUEM ITy3bIpEe U SPO3Mil Ha KOKE U CIU3UCTHIX 000JI0YKaX, MPEUMYyIIECTBEHHO
Ha MECTaX HE3HAYUTEIbHOTO MEXaHWYCCKOTo Bo3zcicTus [1, 2, 3, 4, 5]. IIpodaema HED
0 HACTOSIIIMI JIEHb SBJSIETCS. Mal0 HW3YYEHHOW B CBSI3M C OTPAHUYCHHOCTHIO
uHGOpMAIIMK B JINTEPATYPHBIX HCTOYHHKAX, HEIOCTATOYHO H3YYCHHBIMH METOAaMHU
auarHocTuku u yeucHus [2, 3, 4]. JlamHoe 3a0ojeBaHHE XapaKTEPU3YETCS TKEIIBIM
TCUCHHEM, HHBAJIMIHOCTBIO U BRICOKOH JieTalbHOCTRIO [1, 2, 3, 4].

Heab: M3y4uTh COBPEMEHHBIC ACTIEKTHI STHOJIOTHH M KIMHUKO-TIATOTC€HETUUYECKYIO
xapakrepuctuky - HBD.

3agauu: 1./ O0001UTE TUTEpATYypHBIE CBEACHUS 00 dTHONIOTHH U matoreHe3e HbD;
2. BouacHuth pacnpenenenue HbBD mo momy u xnmamdeckum dopmam; 3. Onpenenutsb
9acTOTYy BCTPEYAEMOCTH COITYTCTBYIOIIUX MATOJIOTHA OCHOBHBIX OPTraHOB U CHUCTEM Y
narueHTos ¢ HBD.

Marepuaasl u Metoabl. [lpu BeIMOTHEHWHM  PabOTHI  WCIOJIB30BAIHCH
oOmieHaydyHble METOAbl 0030pa, aHamm3a U O00O0OIIEHUS COBPEMEHHBIX JHTEPATYPHBIX
JTaHHBIX U Hay4dHbIX cTatei mo HBD, a Takke mpoBeneH aHann3 KIMHAYECKUX JTaHHBIX 16
ucropuil 6onesneit mauuenToB ¢ HBD, 3apeructpupoBannbix Ha 6aze Y3 «lopoackoi
KJIIMHUYECKUN KO>XHO-BEHEPOJIOTMYECKH aucrancepy 3a nepuon ¢ 2008 mo 2017 rr. ¥V
MalKUEeHTOB MpoBeJeH aHanu3 pacnpeneneHus HBD mo mony m kiamHuueckum Qopmawm,
M3y4deHa BCTPEUAEMOCTh COIYTCTBYIOIIUX MMATOJOTHI OCHOBHBIX MOPaKEHHBIX OPTaHOB U
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cucteM. Jlns cTaTUCTHUECKOW 0OpaOOTKM JAaHHBIX MCIOJbB30BAJICA MPOTPAaMMHBIN MakeT
Microsoft Excel 2013.

PesyabraTrel m ux o0cyxaenue. Cpennsas pacnpoctpaHeHHocTh HBD B mupe
coctaBisier 1,7 Ha 100 Teic. Hacenenus [3]. Hacnmemyercs HBD kxak mo ayrocomHo-
JOMUHAHTHOMY, TaK ayTOCOMHO-peneccuBHOMY THITy [3, 4]. OCHOBHBIM 3THOJIOTHYECCKUM
¢dakropom nipu HBD ABidIOTCS MyTaluy pa3inuyHbIX BUAOB: MUCCEHC-MYTAlluU, HOHCEHC-
MYyTalHH, 1eJIEIUU, MyTallud PaMKU CYUTHIBAHUS, UHCEPLIMH, MyTallMU CalTa CIUIaliCUHTa,
Mom4anue myrtanuu [3, 6]. YcraHOBIGHO, YTO MyTallMd, B OCHOBHOM, HPOHMCXOJST B
reHax KRT5, KRT14, DSP, PKP-1, PLEC, ITGAG, ITGB4, LAMBS3, LAMA3, LAMC?2,
COL17A1, COL7A1 u KINDI1, xoropbie OTBEYAIOT 3a CHHTE3 CICAYIOIIUX OEIKOB:
KepaTuH 5, kepaTuH 14, necMmoruiakuH, TIakoQwivH |, TMIEKTUH, MHTErpUH 64,
gamuHuH 332, koyuiareH 17-ro tuna, KosjuareH 7-ro tuna, kuammH 1 [3, 6, 7]. Jledekt
TOTO WJIU UHOTO Oeska u Oyzaet onpenensats popmy HBD (tabnuna 1).

Tabmuma 1 — I'ensl, mogBeprarommecs MyTanusM, mpu pasHeix Gopmax HbBD

I'pynna HBD I[(%(Eﬁﬁz?;;“ui?;x I'en, xogupylommii 6e0K
IIpocroii b3
1. Cynpaba3abHbIi
a) JleTanbHbI AKAHTOJIUTUYECKUI JecMmorniakna DSP
b) OtcyrerBue miakoduimHa 1 [Tnakopummn. 1 PKP-1
C) [ToBepXHOCTHBII JlaHHBIE OTCYTCTBYIOT -
2. bazanbHblit
a) Jloxanu3oBaHHBIN Keparun 5, xepatun 14 KRTS5, KRT14
b) I'epnietnopMHbIit Kepatun 5, kepatun 14 KRT5, KRT14
C) Jlpyrue renepaan3oBaHHbIC Keparun 5, kepatun 14 KRTS5, KRT14
d) C NATHHCTOM MUrMEHTALUCH Keparun 5 KRT5
e) C mplmeyHou nuctpodueit ITnexTun PLEC
f) C arpesueil npuBpaTHUKA [TnexTuH, PLEC, ITGAG, ITGB4
A6[B4 uaterpun
9) AyTOCOMHO-PEIECCUBHBIN Kepatun14 KRT14
h) Orna(Ogna) [Tnektun PLEC
i) KoJib11eBUIHBIH MATPUPYIOIHIA Keparun 5 KRT5
IHorpanununsii b2
1. OcTpbIit AeTadbHbIN Jlamuunu-332 LAMA3, LAMB3, LAMC?2
2. I'enepanuzoBaHHbIi (HE Jlamunaun-332, komtarenr | LAMAS3, LAMB3, LAMC?2,
OCTPONPOTEKAIOMIHIT) 17 Tuna COL17A1
3. Jloxanu3zoBaHHbIM He-I'epauTia Komnaren 17 tuna COL17A1
4. C arpesueil npuBpaTHUKA A6B4 nnTerpux ITGAG, ITGB4
5. WNuBepcublii Jlamuunu-332 LAMA3, LAMB3, LAMC2
6. C no3anei manuecTarmei JlaHHBIE OTCYTCTBYIOT -
Jucrpopuyecknii B
Bce dopmbl Kosunaren 7 tuna COL7Al
Cungpom Kunpiep Kunn 1 KIND1

HBD penutcs Ha 4 OCHOBHBIX THMA: MPOCTOM, MOTPAHUYHBIN, TUCTPOPUUECKUN U
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cunapoM Kunanepa. JlanHoe pasaeneHWe MNPOUCXOAUT B 3aBUCHUMOCTH OT YPOBHSA
oOpa3zoBaHusl My3bIped B CIIOSAX KOXKU Ha YJIbTPaCTPYKTypHOM ypoBHeE. [lepBrix 3 Tuma
HBD nonpasnenensl eiie Ha MOJATHUIIBI, KOTOPHIX BblAeaeHO Oosiee 30 B 3aBUCUMOCTH OT
PACIIONIOKEHHSI B KOXE CTPYKTYpPHOro JaeeKTa U HMMYHOTHCTOXUMUYECKUX JIaHHBIX
cormacHo paboueir knaccupukauuu HBD, yrtBepxkaennoit B 2008 1. Ha 3-i
MexayHapoJTHOM COTJIACUTENIbHOM BCTpede Mo AuarHoctuke u kiaccudukaruu HBD
(Third International Consensus Meeting on Diagnosis and Classifi cation of EB) u ee
nepecMoTpy B 2014 r. (tabmuua 2) [3, 6, 7].

Tabmuma 2 — Knaccudukanus HBD

OcHoBHast rpynna | OcuoBnoii noxrun HBD JedexTHbIi Oesiok (0es10k-
HBD MHUIIIEHD)
[Tpoctoit HBD Cynpaba3anbHbIii:
Je€TaJbHbINA JecMmonakiH
AKAHTOJUTUYECKUN [Tnakodunny 1
oTCyTcTBHE TUIakodminHa | Her nanHbix
1
IMOBEPXHOCTHBIN bO Keparun 5, xepatun 14
bazanbHbIii: Keparun 5, xepatun 14
JIOKaJIM30BAHHBIN
repreTudOpPMHBIN Kepatun 5, xepatun 14
HNoynuar-Meapa (Dowling-
Meara) Keparun 5
Jpyrue [InekTuH
reHepain30BaHHbIE (POPMBI [TnexTuH, uaTerpuH 0634
c maTHuctor | Keparun 14
OUTMEHTAIENR
¢ MbIeuHou auctpodueii | Ilnextun
C arpe3uei muiopyca Kepatun 5
ayTOCOMHO-pEeLIeCCUBHAs
dhopma
Orna (Ogna)
KOJIBLIEBUIHBIN
MUTPUPYIOITU N
[Torpannunsiit HED OcTtpslii netanbHblid | JlamuHuH 332

I'epnurtia (Herlitz)
I'enepanuzoBannas ¢opma | Jlamuaun 332, koutared 17-ro tuma
(HEocTpompoTeKaromias)
JloxanuzoBanHas  Qopma | Komnaren 17-ro tuma
ue-I'epnutia (non-Herlitz)

C arpesueil nuopyca Wnterpun a6B4

WuBepcHas gpopma Jlamunun 332

C nosaner | Her nannbix
MaHuecTauen Jlamunmn 332, 03-1ens

JIOK-cunapom (JapuHro-
OHMXO-KOKHBIH CHHJPOM)
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JIoMUHAHTHBIN
muctpopuueckuit HBD

I'enepanmuzoBannas Gopma

AxpanbHast popma

VY3noBas
(mpeTnOnabHBI)

[Ipypurunosnas gpopma

C nmnopaxeHueM TOJIBKO
HOTTEBBIX TTACTHHOK

dbopma

Kostaren 7-ro tumna
Kostaren 7-ro tumna
Kostaren 7-ro tumna

Kostaren 7-ro tumna
Komnaren 7-ro tuma

Cumenca (Hallopeau — Siemens)

Apyrue
reHepain30BaHHbIE bopmbI
(HEOCTPOIIPOTEKAIOIIIHE)

HuBepcuas popma

V3noBas dhopma
(mpeTrOnambHBII)

[Ipypurunosnas gopma

LlenTpocTpemuTenbHast
dhopma

bynne3nsrit JNEPMOJIN3
HOBOPO>KJIEHHBIX

bynne3nsrit nepmonn3 | Kosmaren 7-ro tumna
HOBOPOKJIEHHBIX
PeneccuBHbIi PeneccuBHbIi Komaren 7-ro tuna
mactpopuueckuit HBD mactpoduueckuir  BD,  ocrpas
reHepaan30BaH-
Has ¢Gopma  Amiono—

Komnareun 7-ro tuma

Kommnaren 7-ro tuma
Komnaren 7-ro tnma

Komnaren 7-ro tuma
Komnaren 7-ro tuma
Komiaren 7-ro tuma

Cunnpom Kunnnepa

Kugmmus 1

3a nepuoa ¢ 2008 mo 2017 roma Ha 6aze Y3 «l opojckoil KIMHUYECKUN KOMXKHO-
BEHEPOJIOTUUECKUHN JucIiancep» Obulo 3apeructpupoBaHo 16 mammentoB ¢ HBD, cpenu
kotopsix 50,00% cocrabisum myxkunHbr U 50,00% — sKeHITUHEI.

Cpenu aHanM3UpyEMBbIX  MAIMEHTOB BBISBJICHA CIIEAYIONIAs PAaCcIpPOCTPAHEHHOCTH
kmuHndeckux @Gopm HBD: mpocras — 25,00%;
HeycTaHoBIeHHas — 62,50%. (puc. 1).

H NpocToit HB9 M Auctpoduuecukiit HB3 B HeytouHeHHbIt HBD

nucTpoduyeckas

12,50%

MaTepI/IaJILI JHUCTaHIIMOHHOM HAay4YHO -HpaKTquCKOﬁ KOH(I)CPCHL[I/II/I MOJIO AbIX y‘IéHBIX
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Puc. 1 — Pacnpoctpanensocts HBD mo ¢opmam y 00cae10BaHHBIX MAMEHTOB Ha 6aze Y3
«["opoacko KITMHUYECKUH KOXKHO-BEHEPOJIOTHUYeCKU qucnancepy 3a nepuon ¢ 2008 mo 2017 rr.

V¥ nmanuentos ¢ HbO BeIsiBIIEHA ClieAyrOmIas 4aCTOTa BCTPEYaEMOCTH COMYTCTBYIOLIEH
MaTOJIOTUX OPTaHOB M CUCTEM: MOpaxKeHue mojaoct pra — 87,50%, matomorus
xenynouHo-kuiegHoro tpakta (JKKT) — 81,25%, ckeneTHO-MbIlIeuHbIe 1epopMariuy —
68,75%, mopaxkeHune ceplIeuHO-COCyIUCTOM cucteMbl — 43,75%, maTosIorus MO4enoJIoBOn
cucteMbl — 43,75%, nopaxkenue Horren u Bosioc — 31,25%, naronorus JIOP-opranos —
25,00%, nopaxxenue rna3 — 18,75% (puc. 2).

Nopaxenue ma3s [ 019%
Natonorua NOP-opravos [ 025%
Nopakenue Horteii u sonoc [ 031%
Nopaxenue mouenonosoii cuctemo! |G 043%
Nopaxenne CCC [ 044%
CkenetHo-mbiweunble gedopmavvv [N 069%
Naronorua XXKT DN 0381%
Nopaxenne nonoctv pra [N o0s3%

000% 020% 040% 060% 080% 100%

Puc. 2 — Pacnipenenenue COmyTcTBYIOLMX NATOIOTUI OPraHoB U cucTteM y nauueHTos ¢ HbD,
HaxoJsuxcst Ha yuere B Y3 «['opoackoit KIMHUYECKUNA KOKHO-BEHEPOJOTHUECKUN AUCTIAaHCEP» 3a
nepuoa ¢ 2008 o 2017 rr.

BoiBoanbi: 1. Boripocsl atnonoruu u marorene3a HbD mo-npexxnemy ocrarorcs 10
KOHIIa HE M3YYCHHBIMU; 2. Jlos marueHToB ¢ HEYTOUHEHHOW KinmHu4eckon Gopmoiri HBD
cocrapinset 62,50%:;.3. Jluia My>KCKOTo | 3KeHCKOoro Tojia HacieaytoT HBD ¢ onunakoBoi
gactoroil; 4. IlopaxkeHuss monoctu pra, ciausuctord ob6omoukn JKKT wu ckemerHo-
MBITIICYHbIC JTedopMaIiiy SBISIOTCS HanOoJiee YacTO BCTPEYAEMBIMHU COIMYTCTBYIOIIUMU

naronorusamu npu HBD.
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