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Bynnesustit snupepmonns (b9)— 310 pegkoe HacneacTBeHHOE 3a00/IeBaHMe, €ero ITABHBII IPU3HAK — o0pa3oBaHue
myssIpeil 1 MOKHYUINX paH (3p0o3mil) Ha KO)Ke M CIM3UCTBIX 000T0YKaX, BOSHMKAMINUX NP He3HAYUTETbHOM
TpaBMupoBaHuu. KimHnveckne nposAsieHns 3a6o/eBaHNA MOTYT BapbHpPOBATh OT TOKAMNM30BAHHBIX Iy3bIpeii
Ha pyKax U CTOHNAaXx [0 reHepali30BaHHBIX BBICHINIAHNUII IO BCEMY KOKHOMY IOKPOBY, a Tak)Ke C IOpa)KeHueM
CIM3UCTON 060NOYKM BHYTPEHHUX OPraHOB. B HacTosAmee BpeMs BbIeTeHO YeTbIPe OCHOBHBIE T'PYIIbI
B3: mpocroii, IpoMexXyTOYHbIiI, gucTpodpuueckmit u cungpom Kunpnepa. Myranuy BBISBIBAIOT VI3MEHEHMA
B CTPYKTYype€ 6e111<013, OTBETCTB€HHBIX 3a AATre3NI0 MEXKAY CI0AMU NEPMbI, YTO M NPUBOIUT K o6pa30Ba}mm
Besukyl Jledenne BO mpepcraBnger co6oil CTOKHYIO 3a[ja4y BCIENCTBME OTCYTCTBUA BO3MOXXKHOCTM IPAMOTO
BO37IEIICTBIA HA MATOTeHe3 3a00/IeBaHIIA, I €T0 OCHOBHOII LIeTbI0 ABIAETCA KYNMPOBAHIE CYIeCTBYIOIUX KOKHbIX
NPOAB/IEHUI U NPefOTBPallieHie MOABIEHII HOBBIX 37IeMeHTOB. B cTaThe NpMBOAUTCA ONIICAaHIIE€ OCHOBHBIX THIIOB
b9, BUIOB cOBpeMeHHOI AMAarHOCTUKM M TedeHNA 3a00/eBaHNA, a TAKKe MPefCcTaBleH KIMHUYeCKMIi cryJaii
PeAKOro coYeTaHM:A JBYX TSKEIbIX IATONOIUIT — HMCTPOPUYIECKOTro OyIIe3HOro SMUAepMONIN3a M apTPOrpUNOosa

C MOpAKEHNEM BEPXHNX ¥ HVDKHUX KOHEYHOCTEI.

KiroueBble cmoBa: Oy//Ie3HbIT SIUAEPMO/IN3, apTPOrPUIIOS, CrubaTeNbHble KOHTPAKTYPbl KOHEYHOCTEIL.

Tepmun «Oymnesusiit snugepmonns» (b3) Brep-
Bble ObII MCIO/Nb30BaH B 1886 roay mas ommcaHus
3ab0/eBaHMs, XapaKTepU3yI[erocsi MOBBIIIEHHON
TPaBMaTUYHOCTBIO KOXKHBIX IIOKPOBOB C ITOC/IEAYIO-
M oOpa3oBaHMeM IY3bIPHKOBBIX 97IEMEHTOB. B Ha-
CTOSAIIMIT MOMEHT B3O OTHOCAT K IpymIle pefkux re-
HeTU4YeCKMX 0ose3Hell, 00yC/IOB/IEHHBIX MYTalMsIMMU
B I'eHaX, KOJVPYOIUX CTPOeHue 0elKOB KepaTMHO-
LUUTOB U JepMO3NMAEpManbHON IIacTUHKMU. MyTa-
IIUJ BBI3BIBAIOT M3MEHEHMsI B CTPYKType Oe/nKoB, OT-
BETCTBEHHBIX 32 aJTe3MI0 MEX/Y CIOAMU JEPMBI, YTO
U IpUBOAUT K obpasoBanuio Oy [1, 2].

KAaCCM(#)MKaLlMSI U KAMHUYE€CKHE NPOABACHUA

B HOpMme KOXa MMeeT HapY KHbIil C/IOJ, Ha3bIBa-
€MBIil «3MUJEePMUC», OCHOBHOI CJIOV, Ha3bIBAE€MbII
«lepMa», a MeXJy HUMM pacnonaraetcsi 6asaabHas
MeMOpaHa, KOTOpasg COCTOMT U3 ABYX IUIACTUHOK:
ceetnoit (lamina lucida) n temuoin (lamina densa).
CornmacHo TpeTbeMy MeXIYHapOLHOMY COIJIACUTEIIb-
HOMY COBEIIAHNIO II0 AMATHOCTYKE U KIacCUUKAIN

OymesHoro snupepmonusa [3] B HacTosllee BpeMs
BBIJIE/IAIOT YeThIpe OCHOBHBbIe Ipynmbl bD B 3aBucu-
MOCTH OT PACIIONIO>KEHNs OEIKOB-MMUIICHe! 1 yPOBHsA
mysbIpeit: mpoctoit (epidermolytic), IPOMeXYTOYHBIN
(lucidolytic), muctpoduuecknit (dermolytic) n cuagpom
Kunpnepa (puc. 1).

ITpocroii 6ynnesnsrii snupepmonus (IIB3, EBS)
HacjefiyeTcs IO ayTOCOMHO-JJOMUHAHTHOMY THUILY,
HO B pefIKUX CeMbsAX, 0COOEHHO MMEKIINX KpPOB-
HOe POACTBO, 3a00/eBaHMe MOXeT IepeRaBaTbCs
U ayTOCOMHO-PeleCCHBHO. MyTaunn, TOKaIN3yIOLI-
ecsi B CTPYKType KepaTuHa-5, -14, miekTuHe u a6B4-
VHTEeTPYHE, BBI3bIBAIOT aKTUBALNIO /INM3UCA KepaTu-
HOLITOB ¥, KaK C/IeACTBUe, 0Opa3oBaHye Oy/Ie3HbIX
3/IEMEHTOB MHTpasNyfiepMaabHO. B HacTosAmee Bpe-
MA BBIJENAIOT IBa OCHOBHBIX Tuma 1163 (okanbHbIN
U TeHepanu3oBaHHbIN) 1 12 mogTunos. Knnunyeckne
IPOSIBJIEHNSI MOTYT BapbMPOBATh OT JIETKO JIOKAJIb-
HOII (OpMBI (BBICHIIIAHNSA PACHONATAIOTCA IPENMYy-
IIeCTBEHHO Ha KUCTAX ¥ CTOIAX) IO TSKEJIO reHe-
panu3oBaHHON (HOPMBI, IPUBOASILLEH K JIeTaTBHOMY
ucxony [1, 4-7].

u OpTOI‘IeAVIﬂ, TPABMATOAOTMA M BOCCTAHOBMTEABHAA XMPYPINA AETCKOro BO3pACTd.
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Puc. 1. Knaccuduxarms B B 3aBUCHMOCTI OT YPOBHS IOBPEXAEHNS CTPYKTYP KOXI
(ut. mo: PathologyOutlines.com, Inc., 2002-2014)

[IpoMeXXyTOUHBIT OYINEe3HBIN SNUAEPMOIN3
(ITob3, JEB) uMmeeT ayTOCOMHO-pPeLeCCUBHBIN THUII
HAC/IeJOBaHMA M BKIIOYaeT B ce0Os MyTaluyu B re-
Hax, KOOUPYOUIX CUHTE3 IUIEKTNHA, KoutareHa XVII
TUIIA, a6P4-MHTEIpUHA WM OFHY U3 TpeX Lieleil na-
MUHNMHA-332, 4TO BBI3bIBaeT HapylleHue GOpMUpO-
BaHMsI TeMMJECMOCOM M (PUKCALMM COeNMHUTETbHBIX
BOJIOKOH. KiMHMYecky ompenendroTcs MHOXeCTBEH-
Hble Oy/Ie3Hble 3/IeMEHTBHI, MMelouye OO/NbIIyI0
IJIOLIA/Ib TTOPaKeHNsA KOXU. XapaKTepHO! 0CobeH-
HOCTBIO JJaHHOTO Tuma B3I sABnseTcs obpa3oBaHume
TPaHYIALVOHHON TKaHM B OOlacTy NI, CIVHBI,
MOAMBIIIEYHBIX BIAAVH. BBIIENAOT TPpU OCHOBHBIX
nopTumna Ilobd: Xepnurma, He-Xepnmurtua u [Iobd
C arpesuel MIOPUYECKOTO OTfeNa Xenynka [4, 6, 7].

[Topgtun Xepnurija — Hanbosee TsDKENbI T'eHe-
panN30BaHHBI BapUaHT Oy//IE3HOTO SMUAEPMONN-
3a. O6ummpHble paHeBble HedeKTb OMpeaeNsIOTCs
C poxXzieHMs pebeHKa ¥ 00YCIOBINMBAIOT YacTbIe Cell-
TUYECKNe OC/TOXXHEHMs, TsDKelble OeNMKOBO-37IeKTPO-
JINTHBIE HapylIeHNs, 00e3BOKMBaHNe, BBIPAXKEHHYIO
runorpo¢duio. Hanmume BHEKOXHBIX Oy/IlIe3HBIX
371eMeHTOB (B 0071aCTM NMUINEBOJA, >KEIY/Ka, AbIXa-
Te/bHBIX IyTel, KUIIEYHNMKA, MOYEIOI0BON CHUCTe-
MBI) NPUBOAUT K TSDKEION IMOMOPraHHON HeocTa-
TOYHOCTY, ¥ HEPEeJKO AeTU MormbaioT B BO3pacTe
IO JIBYX JIET.

IIpu mopTune He-XepnuTLa y MalMeHTOB, KpOMe
TeHepa/lM30BaHHbBIX IY3bIPEll, ONPeNeTITCA IPyoble,
YTOJIIIeHHble HOITEBbIE IIACTUHKMU, aTpoduyeckue
pyOupbl, HapyueHne GopMupoBaHus 3yOHOI dManu,

py6uosble ayronenyy. OgHAKO BHEKOXHBIE HPOSB-
JIeHNA 3a MCK/IIYeHMeM CTeHO3a TOPTaHM U Tpaxeu
BCTPEYaloTCsl KpaliHe penKo.

Ouctpoduuecknit OynnesHbI INNUEPMOIN3
(IB9, DEB) nHacnmenyercsi Kak IO ayTOCOMHO-OMM-
HauTHOMY (JJJJB9), Tak 1 1O ayTOCOMHO-peleccuB-
Homy Ttuny (PIBJ). B oboux crnydasx saboneBaHme
pasBUBAETCA BC/IEACTBUE MYTAallMU B TeHE, OTBEYAIO-
meM 3a cuHTe3 Kowrarea VII tuna (COL7A1). Byn-
JIBI TIPY 3TOM 00pas3yloTcs MeXAy 6asanbHON MeM-
6panoit u gepmoit [1, 3, 7-9].

Homunanmmnoii mun JIb9 XapaKTepusyercs Ha-
IMYMeM CIUBHBIX Oy/IE3HBIX 37IEMEHTOB y>Ke IpU
poxaeHun pebenka. TedeHne B GONBIIMHCTBE CIyda-
eB TeHepaI30BaHHOe, OIHAKO OY/I/IbI MOTYT JIOKAJIM-
30BaTbCs TONBKO Ha HIDKHUX KOHEYHOCTSX, TOKTAX
UMM KOJEHAX BCJIEACTBME MEXaHUYEeCKOil TpaBMa-
Tusanun. Penuamsupyouiee TedyeHMe HPUBOLUT
K (OpMUPOBAaHUIO MUINIL, aTpoduyeckux pyoIoB,
0CO0EHHO Ha KOHEYHOCTSX, a TaKXXe OHUXOAMCTPO-
¢buum 1 B KOHEYHOM cyeTe K yTpare Horreit. OfHaKo
TsDKeJIble BTOpUYHble febopMalui BEPXHUX U HIDK-
HUX KOHEYHOCTell, a TaK)Xe BHEKOXKHbIE MPOSIBICHIIS
BCTPEYAIOTCS PEIKO.

PeueccusHolii cerepanusosannviti mun (paee
Annono — Cumerca) IMeeT TsDKeIoe KIMHUYECKOe
TedeHNe, ONpefieNsieTCsl TeHepann3oBaHHOe 00paso-
BaHUe Iy3bIpell U 3pO3nil ¢ MOCIeRyouM GopMu-
poBaHMeM aTpoduuecknx pyOI0B, OHUXOAUCTPODuUH,
C yTpaToil HOTTEN, a TaKXXe PasBUTUEM TAXKeNbIX
MCeBJOCUHAKTUINIT KUCTeit u cTomn. Kpome ToroO,

B OpToneaus, TPABMATOAOTUS M BOCCTAHOBUTEABHAS XMPYPIUS AETCKOTO BO3PACTA. Tom 3.
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C BO3pacTOM pa3BMBAIOTCA KOHTPAKTYPBI TOKTEBBIX
U KOJIEHHBIX CYCTaBOB, KUCTEIl M CTOI. BoBneueHue
B IIPOLIECC CIM3VUCTON JKeTyJOYHO-KUIIEYHOTO TpaKTa
HIPUBOAUT K GOPMUPOBAHUIO BTOPUYHON MUKPOCTO-
MMM, TOBPEXIEHNIO CIM3UCTON MuIeBofa ¢ GopMim-
poOBaHMEM ero pyOI[OBBIX CTEHO30B U HapylLIeHUEM
GyHKUMM ITOTaHMS, YTO B KOMIUIEKCE YCYryOiseT
HYTPUTUBHYI0 HEJOCTATOYHOCTD, BbI3bIBAET XPOHU-
YeCKyI0 aHeMMUIO, 3aJieP>KKy POCTa U OCTEOIlOpOs3.
Y manueHTOB ¢ JaHHBIM IOATUIIOM KpaiiHe BBICOKUI
pPUCK 00pa3oBaHMs arpecCUBHBIX IIOCKOKIETOYHBIX
KapIMHOM.

PIIB3 cenepanusosantuiii, opyzoii (He Annono —
Cumerca): XapaKkTepusyeTcsi JIOKanu3alueii mysbipeit
Ha pyKax, HOTaX, KO/IeHsAX U JIOKTSX, MHOIA Ha Crubax,
Ha TynoBuile. 3ab0/eBaHNue MPOTEKAeT MeHee TsDKEIO,
4YeM TSDKeJblil TeHepanm3oBaHHbI noprun PIBO, 3a-
XKMBJICHUE MTPOUCXOANUT Oe3 0Opas3oBaHusA PyOIIOB.

Cunppom Kunjyepa ABidgercsa 4pe3BbIYaiiHO Pefi-
KM PelleCCMBHBIM I'€HO[I€PMaTO30M, KOTOPbIil BK/IIO-
yaeT B ce0s MyTalluy B TeHe, KOAVUPYOIEM CTPYK-
typablit 6enok Kindlin-1 [7]. Ilyssipu o6pasyroTcs
B mo6oM cmoe koxu. [Tpu cunppome Kunpnepa nme-
€T MECTO I'€HePa/IM30BAHHOE MOBPEX/IeHNE KOXKHbIX
IIOKPOBOB, a TaKXKe IOpaKeHNe CIM3MUCTBHIX 000/109eK
JKETyJOYHO-KIIIEYHOTO TPAKTa, B TOM 4MC/Ie C 0bpa-
30BaHIeM aHA/JIbHOTO CTEHO32a. Y NAHHBIX NALMEHTOB
MOBBILIEH PUCK Pa3sBUTUA IUIOCKOK/IETOYHOIO paka
CIIM3NCTOI 0060I0UKM IOJIOCTU PTa.

AunarHocruka

YunurbiBasg CXO0XKeCTb KIMHNYECKON KapTUHBI pas-
JIMYHBIX BUIOB B3, caMoil 60bII0i OINOKONM SABIA-
eTCs TIOIBbITKA B HEOHATa/lIbHOM Ilepuofe OIpeleniTb
i ¥ noatun bD 6e3 cOOTBETCTBYIOLIETO TECTUPO-
BaHusA. Jlaxke B IpefieNiax OJHOTO IMOATUIIA, C TOM XKe
MyTalyell MalMeHThl MOTYT MMETb Pa3IMYHyI0 K/IN-
HIYECKYI0 KapTUHY.

B 3aBucuMoOCTM OT Iepuofia IpOBeNeHUs AUarHo-
CTUYECKUX MEPONPUATUI UX MOXXHO IOAPa3eNUTh
Ha IIpeHaTajbHble U IIOCTHATAJIbHBIE.

Buoncus xoxcu. ViccnegoBaHue GMOICUM KOXKMA
METOLOM TPAHCMMUCCUOHHONM 3/IEKTPOHHON MUKPO-
CKONMM M/UMM MMMYHOQIIOOPECIeHTHO Bu3ya-
AM3aLMUM AHTUTEI-AaHTUTEHOB SIB/ISAETCS OJHUM U3
crnoco6oB ycTaHoBleHus amarxHosa [IB3. Cregyer
OTMETUTDb BAXHOCTb IPaBMIBHOTO BBIIIOTHEHNUA 3a-
6opa 6momnrara. buoncus pomkHa OBITH B3sATa U3
nepeHero Kpas cBexero (< 12 4acoB) MM BCKPBIB-
HIerocs Mys3bIps, C 3aXBAaTOM HEKOTOPOTO KONMMYeCcTBa
HEV3MEHEHHOI IIPUIETaolell KOXKI, TaK KaK IIpeTep-
HeBIle M3MeHeHNUA BOJIIbIPY MOTYT 1aBaTh HEesICHDIN
MOPQOIOTMYeCKUIl AMarHo3.

L7151 mpegBapuUTe/IbHON JUATHOCTUKI — Ha KaKOM
U3 YPOBHel KOXI IIPOM3OLIIO IIOBPEXAeHNe M KaKie
MMEHHO Oe/IK/ BOBJICYEHBI B IIPOIlecC — B HACTOsAIIee
BpeMsI UCIIONb3YeTCsT UMMYHOPmoopecueryus. Metop
OCHOBAaH Ha CBA3BIBAHMJ MOHOKJIOHAJIbHBIX AHTUTEN
¢ 6enkamy (aHTUTeHaMM), IPUCYTCTBYIOMMMA B HOP-
me. Ecmm cnenu¢uyeckne aHTUTEHBI OTCYTCTBYIOT,
COOTBETCTBEHHO, Oy/leT OTCYTCTBOBATh OKpAIIVBaHIe
U BbIAB/ICH)E HENOCTAIOUINX 0eIKOB, YTO MO3BOMINAT
YCTAaHOBUTD TUIIL, @ MHOIAA U noaTun b3. Hanpumep,
npu b3S oxpamusaHme komnareHa VII ¢ ucnonb-
30BaHMEM AHTUTE/l YMEHDBIIAETCS WIN OTCYTCTBYeT.
ITpn nerkoit ¢popme okpamuBanue kotaresa VII mo-
JKeT OKa3aTbCsg HOPMa/bHBIM, OHAKO HIDKe lamina
densa v HUKe OKpauieHHOro KomareHa VII MOXXHO
BM3Ya/IM3MPOBATh pacllelieHne IJIOCKOCTY CTPYK-
TYp AepMBbl B BuJe Iy3bIPbKOB MM MUKPOIY3bIPb-
KOB. B TO e BpeMs HOpMa/bHOE OKpalllMBaHUeE /I
APYIMX aHTUTE€HOB (HampuMep, TaMMHUH-332, KO-
nared XVII, maekTus, a6Pf4-MHTEIpUH 1 KepaTUH-5
u -14) moaTBepxmaet nuaruos 16D [10, 11].

Tem He MeHee, ocobeHHO mpu aerkux popmax
b9, KOCBEHHBIX JAaHHBIX MMMYHOQII0PECIeHTHO-
rO VICC/IENOBAHNA He JJOCTaTOYHO, YTOOBI IOCTaBUTD
OMATHO3, TaK KaK BBIABJIAIOTCA MOYTYM HOPMAaJIbHbIE
YPOBHU aHTUI€HOB ¥ He HAOMIONAeTCsS paclielIeHNs
CJI0€B.

B Takux cnydasx BBIIONHAETCS MPAHCMUCCUOH-
HAS 7IEKMPOHHAS MUKPOCKONUS, KOTOPas ABIAETCA
«307I0TBIM CTAHJAPTOM» ISl JUATHOCTUKM b3. Onek-
TPOHHO-MMKPOCKOIIIYECKOe JCCIejoBaHMe OuonTaTa
KOXXJ BM3Ya/lIM3UpPyeT CTPYKTYpPbI 30HBI 0a3asbHO
MeMOpaHBbI, B YaCTHOCTM, MOXET OIpefle/IUTh KO-
4eCTBO U MOP(OIOTMI0 aHKEPHBIX PUOPUIII, Ha/mmane
U MOPQOIOTNI0 TeMIEeCMOCOM, KepaTiHA IPOMEXY-
TOYHBIX ¢uraMeHTOB. Tak, mpu Bcex ¢opmax I1B3D
paclierieHle BU3yaIU3UpyeTcss Ha YpoBHe lamina
lucida 6a3anpHOT MeMOpaHbI SIUfiEpPMIUCA WM YYTh
BbIlle 6a3anbHOV MeMOpaHbl, Ha YPOBHE TeMUIEeCMO-
COM HU3KOro ypoBHA snupepmuca. IIpu tune Xep-
JUTLA OIIpeJenAeTCs 3HAYMTE/IbHOE YMEHbIIEHME KO-
JNYeCcTBa FeMUJeCMOCOM, UX TUIIOIIA3usA, a TAKXKe
BBIP&)KEHHOE CHIDKEHJE KOMNYeCTBA CKPeIUIAININX
Huteil. Ilpu Tume He-XepnamuTia reMMgeCMOCOMBI MO-
TyT OBITh IMIOIJIA3MPOBAHbI, KOMYECTBO CKPEIJIII0-
KX HUTeN cHIDKeHO. [Tpy HekoTopbix dopmax B3
B IIE€pUOJie HOBOPOXJEeHHOCTH KojnareH VII Tmma
MOXXET 3aJ]ep>)KMBATbCsl BHYTPUKIETOYHO B 6asasb-
HOM CJ/IO€ 3MUfIepMICa BMECTO TOTO, YTOOBI IlepeMe-
IATbCSl B 30HY 0asasbHOI MeMOpPaHBI.

Tenemuueckuii ananus. B HacTosIee BpeMsA Ipu
YyeTbIpeX OCHOBHBIX Tunax b3 m3BecTHO J0 24 reHe-
TUYECKVX HOATUIOB 3aboneBaHys. VgeHTupuKanum
TUIA Hac/lefoBaHusA, aHanus cTpykTypbl JTHK BbI-
MOTTHAIOTCSA C L[E/IBI0 ONpefiefeHNA TOKaIn3alunu My-
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TalVM, €€ TUIIA, YTO BaKHO J/I ONPENE/IeHNA Najlb-
HeJllIero MporHos3a TedeHMs 3a00/ieBaHMs, a TaKXKe
ISl OLIEHKM BEPOSTHOCTY POXKZIeHMsI pebeHKa C JlaH-
HBIM 3a00JIeBaHMEM Yy pORUTeNelt, M0 yXe MMelo-
mux feteit ¢ b3, mu60 KoTOphle caMM UMEIOT JaHHOe
3aboneBanne. Ilocne Toro, kak reHeTMyeckas MyTa-
U UAeHTUPUIUPYETCS B CeMbe, BO3MOXXHO OCY-
LEeCTB/IEHNE IIPEHATa/bHON IOVMATHOCTMKY, HadMHasA
¢ 11 Hepenmyt 6epeMeHHOCTY ITyTeM BBIIIOJTHEHVA aMHM-
OlleHTe3a, OMOIICKUM XOPUOHNYECKUX BOPCHMHOK. [Tpn
BBIIIOJTHEHUY 9KCTPAKOPIIOPAIbHOTO OIIOLOTBOPEHUA
B CEMbAX ¢ bO B03MOXHO IIpoBefieHNe TIPeNMIIIaHTa-
IMIOHHOJ TeHeTHYeCKOM AuarHocTuku [12, 13].
HemanoBa)kHyI0 pojib TeHETHMYeCKOe KapTUpOBa-
HUe UTpaeT U B pa3paboTke crenuduIHON Tepanun
C VICIIO/Ib30BaHMEM IIPENapaTOB I€HHON MHXXEHEPUN,
4YTO B HACTOsilllee BpeMsl sIB/sieTCsl Hauboree mep-
CIIEKTUBHBIM METOAOM ITaTOTHOMOHMYHOTO JIeYeHMS.

AeuyeHue

Jleuenne B3I mpepncTaBaseT co6o0it KOMIUIEKC Me-
PONPUATNII, HAIIPaB/IEHHbBIX KaK Ha KYIMPOBaHME CY-
I[eCTBYIOIMX MPOSIB/IEHNUI, TaK U HA IpesoTBpallie-
HIi€ TI0sIBJIEHMsI HOBBIX 9/IEMEHTOB.

CBex1e Be3MKajbHbIe 9JIEMEHTHI CIef[yeT BCKPBI-
BaTh U JPEHUPOBATb, YTOOBI NMPETOTBPATUTD [a/b-
Hejllllee PacIHpOCTpaHeHNUe INpoliecca OT AaBIeHUS
xuaxoctu [6, 10]. B 60/mbIIMHCTBE CTy4aeB MOBA3KU
B 0071aCTU IIy3bIpell COCTOAT M3 Tpex cioeB. Ilep-
BBI/l (OCHOBHOIT) CJIOV HO/DKEH CBOOOJHO IpUIEraTh
K TIOBEPXHOCTH KOXXMU, YTOOBI He IPOU3BOAUTD JO-
IIOTHUTENBHYI0 TPAaBMY M He IOBPEXAaTb BEPXHIE
cnou snupepmuca. [lepBudHble C7IOM MOTYT COCTOSATD
U3 TOBS30K, IPONMTAHHBIX CMATYAIOIMMHA (CeTKa Ha
Ba3e/IMHOBOI OCHOBE) MECTHBIMM aHTUCENTUYECKI-
mu npemnapatamu (Adaptic®, Xeroform®), obnagarp
aHTUAATe3MBHBIMK CBoiicTBaMM (Hampumep, Telfa®
win N-terface®). Taxke UCIIONB3YIOTCA CUINKOHO-
BbIe ITOBSA3KM 6e3 yunKoro cnos (Hampumep, Mepitel®
win Mepilex®). Insa npopumakTuky u n1ed4eHus MH-
dexuny, a TakKe YCKOPEHNUsT paHO3KUBIIEHUS B OC-
HOBHOM CJI0€ MOTYT MCIIO/Ib30BAaThCS AMUTEUSUPY-
fouye Masy (CONKOCepuI, MaHTEHON), Hpenaparsl,
cofiepxKalye OKCUA LMHKA 1 00JIajaoliye aHTyCell-
TUYECKMMM CBOVCTBaMM (aHTHOMOTUKM, cepebpo).
Jcnonp3oBaHMe MECTHBIX ITTIOKOKOPTUKOUHBIX IIpe-
IIapaTOB MOXKET NMPUBOANTD K YXYAIIEHUIO MECTHOTO
cTaTyca M JO/DKHO IPUMEHATHCS B TedeHUe KOpOT-
KOTO BpEMEHU B TKENBIX clydasax BI. Bropoit cnoi
obecreunBaeT QUKCAIMI0 OCHOBHOTO M COCTAaBIAET
MHOTOCTIONTHOCTb HOBS3KM I YBEIUYEHNS aKTUB-
HOCTM TalueHTa 6e3 MeXaHMYeCKOoil TpaBMaTu3a-
nyu. Tpetnit cnoit 06bIYHO O6/MafaeT 3MACTUIHBIMU
CBOJICTBaMM, YTO obecIieyyBaeT OOIIYIO 11e/I0OCTHOCTD

noBsisku (Hanmpumep, Tubifast®, Coban®). Ognako
y nanueHTos ¢ IIB9, B oTnnMyme oT Apyrux TUIOB,
ype3MepHOe OMHTOBaHNE MOXET NPUBECTU K yBe-
IVYEHNI0 KOAMYeCTBa Iy3bIpeil, MO-BUAMMOMY,
B pe3y/lbTaTe IOBBINIEHNS MECTHOI TeMIepaTyphl
U MOTOOTHeNeHMsI. TakuM manymeHTaM HeoOXOguMo
IPUMEHATD afife3VBHbIE IOBSI3KM C MUHUMAIbHBIM
KOJIMYECTBOM JIOIIOTHUTENbHBIX C/IOEB [6].

HemanoBa>kHOI mpo6/1eMoit SIBIsIETCST M3TOTOB-
JIeHMe OPTOIIeANYecKoll 00yBU /I MAILMeHTOB ¢ B9,
KOTOpasi HO/DKHA OBITH aTpaBMAaTUYHON U yHOOHOIL,
4TOOBI NpesoTBpaTUTh GOPMUPOBaHME Iy3bIpeEN.
B HacTosmee BpeMsa paspaboTaHa OfieXKa, COfepKa-
masi cepeOpsiHble HUTH, YTO IO3BOJISIET YMEHBUINTD
MHQUUMPOBAHME IOBPEX/JEHHBIX IIOBEPXHOCTEIL,
B TOM uimcre npu xoxsbe. Bee getu ¢ BO HyxgaoTcsa
B IIOCTOSIHHOM pPeaOWINTAILIOHHOM JIe4eHNN, BKIIIO-
YalollleM pas/MyHble BUABI PU3NOTEpANeBTIYECKUX
HpoLenyp. AfjleKBaTHOe peabuINTallMOHHOE JIedeHe
I03BOJIsIeT BBIMOMHATH 9 deKTUBHYI paspabdbor-
Ky CTOVIKMX KOHTPaKTyp CyCTaBOB, YTO yMEHbIIAeT
KOJIMYEeCTBO OIEPATMBHBIX BMEIIATENTbCTB Ha BepX-
HUX ¥ HIDKHUX KOHeYHOCTsX. OJHAKO 3aKpelrieHie
pe3y/IbTaTOB JIeYeHMsI C NMOMOINBI0 (UKCUPYIOIUX
OpTe30B Ipe[CTaB/sAeT 3HAYUTEIbHYI IpOoOIeMy
y HAHHBIX JeTell BC/IEACTBNE HMOBBIIIEHHOTO TPaBMIU-
POBaHUS KOXU TIPU YKECTKON (PUKCALUY, STUM U 00-
YC/IOBJIEH BBICOKUII IPOLIEHT PelMANBOB fedopMa-
uyu [12].

Bputanckas accoumanusi GepMaTonoroB coob-
HyIa O MPUMEHEHUN MHDBEKIUIl 60TYIMHNYIECKOTO
TOKCMHA B 00JIaCTb CTOII C 1I€/IbI0 CHVDKEHVs 60/IeBO-
TO CUH/IPOMA y MAIVEHTOB C OOLIMPHBIMK Oy/IamMu
IOZIOIIBEHHON MOBepXHOCTU. CpefHAS IPOJOIKNU-
TenbHOCTh 3 dekTa cocraBasima 3 Mecsua. Jek-
TPOHHO-MMKPOCKOIIIYECKOe VICCTIeJOBaHMe II0Ka3asio
VICYE3HOBEHME BHYTPUINN/EPMaIbHBIX PaCcCIOEHMI
Ha ¢one OyrymmHoTepanuu [14]. OpHako B HacTosA-
1jee BpeMsi Hanboree MIPOKO VCIIOb3YeTCsl MECTHOE
IpUMeHeHIe MPeIapaToB MTIOMUHNS I CHYDKEHUS
IOTOOT/E/IeHNs B 00/IaCTH CTOIL.

Xupyprudeckoe yedeHyue IPUMEHAETCS I KOp-
peKuny BTOPUYHBIX Hedopmannit (IICeBIOCUHIAKTH-
JNit), KOHTPAKTYP BEPXHUX VM HIDKHMX KOHEYHOCTEI,
IUIA 3aKpBITVA OOIIVPHBIX KOXKHBIX Je(eKTOB, B TOM
YyC/le C VUCIOb30BAHMEM «TUOPUIHBIX» KOXKHBIX
TPAHCIUIAHTATOB, COfIEP>KAIVX KePAaTMHOLMTHI MaLiy-
eHTa U moHOpckue ¢ubpobmacter [9, 15]. B HacTos-
Ijee BpeMs aKTUMBHO Pa3BUBAETCs TeHHAas Tepamus
b3, 3a koropoit Oymymiee jgedeHNMA ITON CIOXKHOM
KaTeropuy OO/NbHBIX. 3aMeHa Ne(eKTHOro reHa Ha
HOPMa/IbHO (YHKIVIOHMPYIOLINIT — OfHA M3 OCHOB-
HBIX Ilelell TeHHol Tepanuu. Takum obpasom, pe-
meccuBHbI [IB3 — upmeanpHas Mojenb IS TeHHOI
Tepamuiy, TaKk KaK BCe ero BapMaHThI BbI3BAHbI MyTa-
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nuamu B ogHoM reHe (COL7A1), kogupyromeM KO-
nared VII Tuma, Kao04eBOJl KOMIIOHEHT KpeIlIeHUS
buOpNUI, COenMHSIOINX SUUIEPMIC U IepMY.

Beenenne mamuentam ¢ PIIBS MeseHxmManbHbBIX
crpoManbHbIX kaeTok (MCK) — opHO U3 HOBBIX Ha-
IpaB/IeHNil KIeToYHo! Tepanyy. CoIacHO Iocief-
HUM MccnefoBanuAM npumeHenne MCK ymyumaer
U YCKOpsieT PAaHO3a)KUBJIEHUE IYTeM CTUMYIALNNI
IPOM3BOJICTBA AHTMOIPOTEKTUBHBIX (aKTOPOB, Ta-
knx kak XVII dakrop pocra aHmoTenus, a Takxke
OKa3blBaeT OIOCPElOBAHHOE MMMYHOJENPeCCUBHOE
BO3JIe/ICTBYe IyTeM aKTUMBAaUMUM (PaKTopa HEKpPO-
3a ONYXOJIM, KOTOPbIN, B CBOI O4Yepe/lb, YMEHbINA-
eT MeCTHble BOCHajuTeNnbHble peakiuu. OTHAKO HO
HACTOAILETO MOMEHTA He M3y4eHbl MEeXaHMU3MbI MI-
rpanun kiretok MCK K 30He NMOpakeHM:, a TaKXe
HeoOXOMMa OLIEHKAa 4YacTOTBHI PasBUTKS TSKETbIX
n0604HbIX 3¢ eKToB (Hampumep, peakuUM TPaHC-
IUIAHTAT MIPOTUB XO3AMHA).

B 3-10 cTrammio BOIIIO UCCIeNOBaHMe MHBEKINI
WT-¢pubpobnactop manmeHTaM ¢ AUCTPOPUIECKOI
¢dopmoit b3, nposogumoe Mex/[yHapOTHON MCCIIe-
IOBaTeIbCKOM accolyalyeyt momMommu getsaMm ¢ JIb3
(DeBRA). CormacHo 3TUMM JaHHBIM IIOZKOKHOE BBe-
nenne GpuOPOOIACTOB MPUBOFUT K HOSBIEHIIO HOBBIX
oTnoXKeHui KotareHa VII Tuma u monHoi pereHepa-
VY CJI0EB, paHee MOCTpafaBmnx [15-17].

HecMmoTpsa Ha NpenMyIleCTBEHHO KOXKHbIE IIPO-
ABJIEHNA 3MNUJEPMONN3a, KOPPEKLMs €r0 BHEKOXKHBIX
IpOsIBJICHNI He MeHee Ba)KHA. Hammume sA3BEeHHBIX
3/IEMEHTOB B POTOBOI IIOJIOCTY, MUKPOCTOMMUM, CTe-
HO3a IIIIEeBOia, HApyLIeHNe IIepeBapMBAHUA U BCa-
CBIBAHMA, C OGHON CTOPOHBI, ¥ NOCTOAHHOE yBe-
NIMYeHNe TMOTPeOHOCTU B SHEPIMM M HUTATE/IbHBIX
BeleCTBAX — C APYToi, NPUBOJAT K 3aMelJIEHUIO
penapanuy KOXXHBIX IIOKPOBOB M BO3HUKHOBEHMUIO
BOCHA/IUTE/NbHBIX ¥ MHQEKIMOHHBIX HPOIECCOB.
ITosToMy B KOMIIZIEKCHOM JieueHUU BO BaKHYyI0 POIb
UrpaeT BOCHOTHEHME Oe/IKOBO-3HEPreTUYecKoil He-
BOCTATOYHOCTH, KOPPEKUMA BOJHO-3/IeKTPOINTHBIX
HapyLIeHuil y ieTeil paHHEro BO3pacTa, OCTEOMHIYK-
TUBHAA TepanusA (BUTaMMH D;, Ipemaparsl KaabLys),
a TaKoKe XUPYypruyecKoe jiedyeHyue BTOPUYHBIX CTPUK-
TYp JKeTyJOYHO-KUIIEYHOro Tpakra [18].

Taxum 06pa3oM, He CYIECTBYeT eAVHOTO OXO0/a
B IIaTHOCTUKE U JIe4eHNM Oy/I/Ie3HOTO SNN/IepMOu3a.
CrnoxxHocTh anddepeHnnaabHON AUATHOCTUKY TIOJ-
TUIIOB IIPUBOANT K 3aM03[a/IOMY CIIenN(pUIHOMY JIe-
YEHUIO I PAaHHEMY PAa3BUTHUIO TSKEJIBIX OC/IOKHEHUIL.

OnuncaHne KAMHMYECKOro CAy4as

IManuent X. mMOCTYnuI B KIMHUKY apTPOTPUIIO-
3a HMJOWM um I'M. Typrepa B Bo3pacTe 5 MecsIeB
U3 JEeTCKOTO [loMa C HalpaBIAIINM JIMarHO30M:

«Peyeccusnuiil ducmpoduueckuii 6ynne3nviii Inuoep-
MOonu3. Apmpoepunos ¢ nopaxeHuem 6epXHUX U HUM-
HUux KoHeuHocmeti». VI3 aHaMHe3a M3BECTHO, YTO
pebenok ot IV 6epemennoctn (1-3 meBOYKM 37OpO-
BbI) OIM3KOPOICTBEHHOTO Opaka, POfibl B CPOK B TO-
JIOBHOM mpepiexanuu. [Ipu poxpenun y pebeHka
OTMEeYaJIuCh CrubaTebHble KOHTPAKTYpPhl HpPaBO-
rO JIOKTEBOTO U 00OMX KOJEHHBIX CYCTaBOB 0 90°,
9KBMHO-BajIbrycHas Aedopmanusa obenx CTOI, Ha
OCHOBaHMM 4Yero peOeHKY IOCTaBJIeH JUarHo3:
«ApPTpPOrpuIO3 ¢ MOpa’keHNeM BEepPXHUX ¥ HIDKHUX
KOHeyHoCTel». IIpy aToM B 06/1acTH /alOHHBIX MO-
BEPXHOCTENl OIpefie/Is/INCh OOIMNMPHbIe Maljepalnnn
1o THUITy «IepyaTkm». Ha 9-e cyTkm >km3Hu pebeHoK
nepeBefieH [ JlanbHelinero jnedeHusa B JI'b Ne 1.
B puHammke B 061acTy CTON U KUCTeN 00pa3soBannuch
9pO3UM C NpU3HAKaMM MHPUUMPOBAHWUA, B CBA3U
C 4eM pebOeHOK IIo/ly4yal MeCTHOe KOHCepBaTHBHOE
nedeHyre. ManbuMK KOHCYIBTMPOBAH JIepMaToora-
mu CII6ITIMA — mocTaBied quardos: «PereccuBHbBIN
pucrpoduyecknit 6yIesHbll snupepmonusy». Ipn
BBIIVICKE U3 CTAlMIOHAapa HIVDKHYME KOHEYHOCTV ObLIN
(UKCMpOBaHBI IIACTVKOBBIMU OpTe3aMy i (uKca-
LU CTOIl B MaKCMMAJIbHO BO3MOXXHOM IIPaBUIBHOM
MIOJIOKEHNM, OJNHAKO BBIpA)K€HHAas TpaBMaTU3aLUA
KOXXHBIX IIOKPOBOB He IO3BOINWIA PeOEHKY HOCUTb
UX JUINTeNIbHOe BpeMdA. B ormeneHme aprporpurmosa
pe6eHOK IOCTYNM/I A/ KOHCePBATUBHOTO JIeYEHUA
medopMarii HYIDKHUX KoHeuHocTeil. [Tpu ximHude-
CKOM OCMOTpe B 00/1acTy KICTeVl BU3ya/lTN3NpOBATINCH
MHO>KeCTBEHHbIE Oy/Ie3Hble 9/1eMeHThI HEellPaBIIbHOM
¢bopMBI: CBeXXHMe B 00/IacTy MPaBoOii KUCTU U BCKPbIB-
mecss B 00/1acT JIeBOL, 6€3 BBIPa)XKEHHBIX BOCIIAJIN-
TeNbHBIX TposBaeHnit (puc. 2). Taxke ompenenanach
crubarenbHas KOHTPAKTypa IPaBOrO JIOKTEBOTO CY-
craBa mo 130°.

B o6macTu HMDKHMX KOHEYHOCTE: BBIABIICHBI
crubarenbHO-NIPUBOAAIIE KOHTPAKTYphl Ta3oben-
PEHHBIX CYCTaBOB, crubare/ibHble KOHTPAKTYpPbI KO-
JIEHHBIX CycTaBoB #o 140° (puc. 3).

Cronbl MMenu CTOMKOe 3KBMHO-BAJIbTYCHOE IOJIO-
JKEHMe C MaKCMMAJbHOI ThUIbHOM (rekcueitr fo 20°.
ITepBble manblpl 06EMX CTOI TAaKXKe MMeNIN CrubaTesib-
HO-TIPUBOJSIIME KOHTPAKTYPHI (puc. 4).

ITo faHHBIM peHTreHorpaduu BBIABIANOCH OTBe-
IeHue IepefHero oT/jena CTOIIbI 1 IIPOHALMS 3aJHEro
(puc. 5).

B o6nmacty masnblieB CTOI OIpeNe/ANINCh BCKPBIB-
mmecs 6ynnesﬂme anemenTel 1o 1,5 x 0,5 cm ¢ yme-
peHHoI runepemueli. Ha nogomBseHHO TOBEPXHOCTU
B 00/1acTV IATKM JIEBOV CTOIBI BU3YaIM3MPOBAICA
OOIIVMPHBIN TOBEPXHOCTHDI Be3MKa/lIbHBIN 3/IEMEHT
B CTaluy SMUTENIN3ANN.

YunuTpiBasg HajaMuMe OTKPBITHIX paHEBBIX IOBEpPX-
HOCTeil B 007IaCTY CTOII, jIe4eHre OBUIO pelleHO Ha-
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Puc. 2. BHemnnit Bup, KucTeil Ipy MOCTYIUIEHUN

Puc. 3. CrubarenbHas KOHTPAaKTypa KOJIEHHBIX CYCTaBOB. BHEIIHWIT BUJ IIPM ITOCTYIVIEHNN

Puc. 4. BuenrHnit BUJ CTOI Py HOCTYIIEHUN
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Puc. 5. Pentrenorpadust crom mpu moctymieHny (60KoBast M HpsiMasi IPOEKIIIN)

YaTh C HAJOKEHVS] MHOTOC/IOHBIX IOBSI30K C PAHO-
3OKUBJIAOIMMI Ma3sIMIA, B TOM YHCIIE C TIperapaTamMu
nyHKa. HasHaueHB! Kypchl (pU3MOTepaIneBTIYECKOTO
JledeHNs B BUJe IOJIAPM30BAHHOTO CBETAa HAa y4acT-
K/ JIedINUTeNN3VPOBAHHBIX TKaHeil. [Tocme crabum-
3alMy KOXKHBIX IIPOSIBJIEHUII NPOBOAMIOCH 3TAIHOE
TUIICOBAaHME SKBMHO-BAIBIYCHOI AedopManmy CTOI
C axMJIOTOMUeNl ¢ ABYX CTOpoH. IIpoBoammace Hy-
TPUTUBHAS MOJEPKKa OETKOBBIMU IIpelapaTaMi,
a TaK)Ke MHTEHCUBHAS Teparus MUKPOITEMEHTaMH,
COflepKaIMMM OKCHUJ IMHKa, MOHBI Kambuus, Goc-
¢dopa u maprania. B KOMIUIEKCHYIO TepaInuio BXOJVII
BUTaMMH D; B BO3PacTHBIX J03MPOBKaX.

Hannuue comyrcrBylomero b3 obycnoBuino He-
06X00MMOCTDb 60JIee 4acTOil CMEHBI TUIICOBBIX IIOBS-
30K, Ha MEPBBIX ITANAX OHA MPOU3BOAVUIACH KaXK/IbIe
JeTbIpe [{Hs, TaK KaK [Py YBeTNIEHUN ATUTENbHOCTI
MMMOOMIM3ALNY PE3KO YXYAIIAIOCh COCTOSHIE KOX-
HBIX IIOKPOBOB: YBE/INYMBATIOCh KOMNYECTBO CBEXIUX

Oy/17Ie3HBIX 97€EMEHTOB U (GOPMMUPOBANUCH YIACTKI
oOImMpPHBIX Mauepaunit. Takum o6pasom, i HONI-
HOJl KOPpEeKIMU IIOJI0KeHNUs CTOI MOHaf00MI0Ch
8 TUIICOBBIX MOBS30K (puc. 6).

CrubarenbHble KOHTPAKTYpPbl IIPABOTO JIOKTEBO-
ro ¥ KOJIEHHBIX CYCTaBOB TOXe TPeOYIOT I9TAIIHOrO
runcoBanus. OfHAKO, MMO-HAIlleMy MHEHUIO, ero Iie-
Nleco06pasHO MPOBOAUTH B OOJee MO3IHEM BO3pacTe,
TaK KaK BbIpaKeHHas 0eNKOBO-HYTPUTMBHAs HeOCTa-
TOYHOCTb caMma 1o cebe CIoco6CTByeT 0Opa3oBaHUIO
HOBBIX Oy/I/Ie3HBIX 3/IEMEHTOB Jla)ke 0e3 MeXaHMYe-
CKOTO BO3JEICTBYs. B TO >Ke BpeMsi HEOOXOAMMOCTD
JUTUTE/IbHOTO HOLIEHMS TUIICOBBIX MOBS30K OyZeT yBe-
NYNBaTh PUCK GOPMUPOBAHMSA OOLIMPHBIX SMUAEP-
MaJIbHBIX JleDeKTOB 1, KaK C/IefiCTBIE, Pa3BUTUSA TeHe-
pann30BaHHOrO MHOUIMPOBAHMS KOXXHBIX ITOKPOBOB.
CrefiyeT OTMETUTD, 4YTO JIe4eHMe CTUbaTeNbHbIX KOH-
TPAKTYp KO/EHHBIX CYCTaBOB BO3MOYXHO TOJIBKO ITOCTIE
CTOJIKOJ KOppeKImu fAeopMalyn CTOIL.

Puc. 6. PesyanaT 9TAIHOTO JIEYEHNA Ba/JIbTyCHOI'O IOTOXKEHMA CTOIL
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DYSTROPHIC EPIDERMOLYSIS BULLOSA ASSOCIATED WITH CONGENITAL
CONTRACTURES OF THE UPPER AND LOWER LIMBS: LITERATURE REVIEW

Agranovich O.E., Buklaev D.S., Tikhonenko T.I.

The Turner Scientific and Research Institute for Children’s Orthopedics, Saint-Petersburg, Russian Federation

Epidermolysis bullosa (EB) is a rare hereditary disease.
Its main feature is vesication and weeping sores
(erosions) of the skin and mucous membranes, resulting
from a minor injury. Clinical manifestations of the
disease may vary from localized vesicles on the hands
and feet to a generalized rash of the skin as well as
lesions of the mucosa of the inner organs. At present,
there are four main groups of EB: simple, intermediate,
dystrophic, and Kindler syndrome. Mutations cause
changes in the structure of the proteins responsible
for the adhesion between layers of the dermis, leading
to vesication. Treatment of EB is a challenge because

Ceederus 06 asmopax

of the lack of opportunities for the direct influence on
the disease process, and its main purpose is to correct
the existing cutaneous manifestations and prevent the
occurrence of new elements. This article describes the
main types of EB, methods of current diagnosis, and
treatment of the disease as well as a clinical case of a
rare combination of two severe disorders: 1) dystrophic
EB and 2) arthrogryposis with upper and lower limb
involvement.

Keywords: Epidermolysis bullosa, arthrogryposis, flexion
contractures of extremities.
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