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nNnaepmonmna dynnesHbIv BPOXKAEHHbIN
(epidermolysis bullosa congenita;
rmcronorn4vyeckoe epidermis anmgepmumc +
rped. lysis paspylleHune, pacTBopeHue;
nart. bulla BogaHon ny3bIpb)
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NATb CIoeB annagepmMaribHbIX KJTETOK.

CaMbIn HUXKHU cnont — DOa3alnbHbIn —
pacnonaraetcsi Ha 6a3anbHon memopaHe 1
PS4 NPU3MaTUYeCcKoro annuTenus.

LuMnoBaTbin crnou (3-8 psiaoB KIETOK ¢
LuuTonnasMmaTUu4eCKMMN BbIpOCTaMi),

3epHUCTLIN crion (1-5 pssaoB YNNOLWEHHbIX
KNEeToK),

brnectawmin (2-4 paga 6e3bagepHbIX KNETOK,
pasnnuyMMm Ha nagoHsx 1 ctonax)

POroBOW CNOW, COCTOSALLNIN U3 MHOTOCITOMHOIO
OpPOroBeBaLLErO ANUTENNS.

ANUAepMUC Takke COOEPXKNT MeSTaHWH,
KOTOPbIN OKpaLLUMBAET KOXY M Bbl3blBaET
adbpekT 3arapa.



[epma, nnn cobCTBEHHO KOXa, npeacrasndeT cobon
COEAVHUTENbHY TKaHb U COCTOUT U3 2-X CII0EB

COCO4YKOBbIN CIIOM - pacnonaratoTcs

MHOrO4YMCNEHHbIE BbIPOCTHI, coaepxallume B cebe pRrgpan ‘
anunaepMuc

NeTnn KanunnsapoB U HEPBHblIE OKOHYaHUSA

CeTyaTbit CNOW, coaepxaLinim KPOBEHOCHbLIE U
nuMmdarnyeckme cocyabl, HepBHbIE OKOHYaHUS,
doonnmMKyIbl BOMOC, Xenesbl, a Takke anacTtuyeckue,
KornareHoBble U rMagKoMblLLEeYHble BOSTOKHA,
npugaroLme Koxxe npovYHOCTb N 3NacTUYHOCTb runosepma

Aepma J

[TOOKOXHO-XMPOBAaA KnetyaTka COCTOUT U3 MYy4KOB
COEAUHUTENBHON TKaHU U XXNUPOBBLIX CKOMSIEHUN,

NMPOHN3aHHbIX KPOBEHOCHbLIMWU COCyAdaMn U
HEPBHbIMW BOJTOKHaAMMW. dusnonormnyeckas beHKLI,I/Iﬂ
)KVIpOBOVI TKaHW 3aKIi4aeTcAd B HaKOMmieHnn 1
XpaHeH NMUTaTesibHblX BEWECTB, TEPMOpPEryndauna




HacnencrtBeHHbI BynnesHbiv annaepmMonns - rpynna
Ny3bIPHbIX HACNEACTBEHHbIX KOXHbIX 3aboneBaHuim,
BkNtovarulas 6onee 20 MOHOreHHbIX 4ePMaTO30B.

 Pegkme HacnencTtBEHHble
XpOHM4eckne 3aboneBaHus
KOXW.

* OCHOBHbLIM MPU3HAKOM
ABMAKTCA MY3bIPU,
BO3HMKaKOLINE B MECTax,
yallle noaBeprarLInNXcs
OaBNEHUNIO N TPEHUIO
("MexaHobynnesHas
bonesHb").

 HauynHaetca cpasy nocne
POXAEHUA NN B MeEpPBbIE
roabl XXN3HN pebeHka.




Hanuyme unu otcyTcTBmne pyoL0oB Nocne
3aXXMBIEHUSI JAEeT OCHOBaHMe Ans pas3aeneHuns
BCeX hopm Ha AUCTpodmnYecKne 1 NpocThle.

C BBeOAEHWEM B AMArHOCTUKY HacneaCTBEHHOIO
OynnesHoro anuagepmMonnia MmetToaa
9NEKTPOHHOU MUKPOCKOMUM BCce popMbl CcTanm
pasgensartb Ha 3 rpynnsbi:

[1pocToun
[TlorpaHnYHbIV
[OucTtpodunyeckum




obpa3oBaHue ny3bipen
NPOMNCXOOUT B pesynbraTe
uuTonumia 6asanbHbIX
3ANUTENNOLIUTOB, YTO
BbIABIISIETCS Ha
ANeKTpoHorpammax B Bnae
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CTDOEHI/IE KOXX

Poroeotii canon

o CTPYKTYPHbIE KOMIMOHEHTLI ba3zanbHON MeMbpaHbI
MOrYT OTCYTCTBOBAaTb UM YMEHbLLUATLCHA B KOJNMMYECTBE
Npu BPOXAEHHbIX 3aboneBaHusIx.

* B BepxHeWn 4YacTu 30HbI Oa3anbHOM MeMbpaHbl, B
lamina lucida, nonygecmMocoMbl CBA3bIBAIOT
ba3anbHbIe KepaTUHOUNTLI 1 Da3anbHyl0 MEMOpaHy



[pn norpaHn4HbIX dpopmax
oTAeneHue anugepmmca ot
OepMbl NPOUCXOOUT Ha YPOBHE
CBET/10M MJ1aCTUHKK Da3anibHOU
MeMOpaHbl aNnnaepMmca us-3a
HEeNOJIHOUEHHOCTU NoyaAeCMOCOM

N Kpenamx uninamMeHTos.
NnoTtHaa nnacTuHKa 6a3anbHoON
MeMOpaHbl HAaX0AUTCA B
OCHOBaHUU Ny3blpeun.

[lpn auctpodmnyeckmux dpopmax
oTAeneHue anuaepmMmuca ot
AepMbl MPOUCXOONT HUXe
6a3zanbHOW MeMOpaHbI N CBA3aHO
C HEMOJSTHOLIEHHOCTbLH KpensLwmx
dunbpunn - CTpykTyp,
coeanHarLWKnX 6asanbHyto
MemMbpaHy ¢ oepMOWn.
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UHTpasanuaepmanbHasa cenapauums Cy6anngepmanbHas cenapauus

NMoBpexaeHue VIl Tuna KonnareHa NpMBoAUT K 06pa3oBaHuIO Ny3bIps noa
Ga3anbHOU MeMbpaHOU, Ha MecTe ny3bipa hopMmupyeTcs pyoedu.

Ecnu xe nonoctu pacnonararotca Hag 6asanbHOM MeMbpaHoU, pyobLoB He
ocCTaeTcs.



« otcyTcTtBue VIl TMna konnareHa n AKOpHbIX
domnnameHTOB (MM YMEHbLLUEHNE UX KONTMYECTBA)
npmMBoAUT K POPMNPOBAHNIO BblPaXXeHHbIX PyOLIOB.

Xapaktepmuayetcsa gedopmaumnen KuCTen n cTonm,

nosiBNIEHMEM rpyObIX pyOLIOB B BEPXHUX AbIXaTENbHbIX

MNyTAX U XKenyao4HO-KULLEeYHOM TpaKTe N paHHEeN
CMEepPTbIO.



MpocToun bynne3HbIn
anngepmMorinsg

NPOABIIAETCA C POXAEHUNA NTTN
NnepBOro Mecdua XN3HN.

[lepBble ny3blpy BO3HUKAKOT Ha
cTonax, pexe Ha KUCTSX,
nocregyrowme - B Mectax gaBfieHud
oaexabl 1 0byBU, a TakKe TpeHus
(Lues, nosicHMUaA, NOKTU, KONEHN).

C BO3pacTOM KONMYECTBO BbICbINaHUM
YMEHbLLIAETCS, YTO, NO-BUANMOMY,
CBA3aHO C HaBblkaMK OONbHbIX
n3deratb MEXaHNYECKUX TPaBM.

ObocTpeHne Bcerga npomcxoamT B
Tennoe Bpemsa roga, XxoTs y
MareHbKUX OeTen ce30HHbIe
KonebaHuna He Bcerga 3aMeTHbI.

[Ty3bipy 1 3p0O31N BO3HUKAIOT
Yyepes KOpoTKoe BpeM4 rnocrie
TpasMbl (20 - 30 MUH).

[y3bipy MMET NONYyLLIAPOBUAHYHO

doopMy, MMOTHYIO YNPYryto
MNOKPbILLKY, CEPO3HOE UM pexe
KPOBAHUCTOE COOEPKNMOE.

Bokpyr ny3bipsi BO3HWMKAET KOMbLO
rmnepemMum.



CyObeKTUBHO NOSBNEHME NY3bIPSA CONPOBOXAAETCS
XoKeHnem, 6onb, 0cobeHHO MHTEHCUMBHOM B NEpPBbLIE
yacbl nocae ero obpasoBaHug.

OnopoXXHeHMe ny3bipen NPUHOCUT obnerdyeHme
B6ornbHOMY 1 NPEnATCTBYET AalbHENLLIEMY YBENUYEHUIO
NX pa3MepoB.

3axmBneHne nNponucxoamTt BbiCTpo (2 - 3 AHSA), NpK 3TOM
MOKpPbILLKA NMy3bipsi NOAChLIXaeT U OTClanBaeTCs.

Ecnun nokpbILWKY Ny3bipst cpe3aTb, TO 00pa3oBaBLLANACS
9p03MA NOKPbIBAETCA KOPOUYKOWN U 3aXKUBIIEHNE
HECKOJTbKO 3aTArmBaeTcs.

[lepuoa saxkmBneHusa conpoBoOXaaeTcsa 3ya0M.

[Tocne 3aXXnBneHnsa MoryT HabngaTbes ferkoe
LenyweHme n nurmeHTaums. XapakrepHo NOBTOPHOE
BO3HUKHOBEHWE Ny3bipen HA OAHOM U TOM K& MecCTe.




* Y Bcex DOnbHbIX OTMEYaeTCs rmneprnapos nagoHemn u
nogows. [locTeneHHO Ha MecTax AaBneHna N TpeHUsa Ha
nogoLwBax POPMUPYETCHA O4aroBbIN TNMNepkepaTos.

* /IaMeHeHusa HOIrTeBbIX MIIACTUHOK (XKenToBaTo-cepas
oKpacka, yTorileHune, uckpusreHue) Habnogarorea y
BCEX B3pOCIbIX 60nbHbIX. MMUKO3bI CTOM HEPEOKO
NPUCOEONHSAIOTCA K OCHOBHOMY 3a001€BAHMUIO.

ogHako
n3-3a BbICTPOro 3aXXMUBMNEHUSA 3PO3UIN OHU HYaCTO
OCTalTCA He3aMeYeHHbIMU, a NpU NHAOULMPOBAHUN
OVarHoCTMpyeTca adoTO3HbIM CTOMATUT.



[1pocTOoN NoKkann3oBaHHbIN
OynnesHbIn aNMOepPmMosng

* B nuteparype onucaHbl criy4yau,
Korga nepsble NpusHaku 6onesHu
BO3HMKanM 3Ha4YMTENbHO NO3Xe,
4yeM OBObIYHO, - Y B3POCIbIX BO
BpeMSl BOEHHOW CIyXX0bl 1
CENbCKOXO3ANCTBEHHbIX paboT npu
NOBbILLEHNN HArpy3Kkn Ha CTonbl.

* Y oTaenbHbIX OOMbHbIX
3aboneBaHne Ha4YMHaeTcsl ¢
pPaCnpoOCTPaHEHHbIX BbICbINaHUMN,
KOTOpble NOCTENEHHO NePExXoasT B
NOKann3oBaHHbIE, YTO
CBUOETENLCTBYET O NTEHETUYECKOM
OBLLHOCTN reHepanmM3oBaHHOIO U
NoKanmM3oBaHHOIo NPOCTOro
BynnesHoro annaepmMonmsa.




lpocTom repnetnopmMHLIN OYNNe3HbIN
anuaepmMmonus

 Hacnenyetcsa ayToCOMHO-OOMWUHAHTHO,
OLHAaKO 4YacTo BCTpeYatoTcH
cnopagunyeckue crydam.

« 3aborieBaHMe Ha4YNHAETCA C POXOEHUS
NN NepBON HEOENN XXU3HMN.

 [NepBble BbiCbiNaHMa 06bIYHO
pacrnonararoTca Ha KUCTAX W CToNax,
ObICTPO MPOUCXOANT NX PAcNPOCTPAHEHME,
YTO CONPOBOXOAETCA HapyLLIEHNEM
oOLlero coctoaHmna pebeHka (noTeps
anneTnta, 0ecnoKomncTBO, HApyLIEHME CHa,
Hepeako nogbLemM Temnepartypsbl).




Oynne3HbIN
anuaepmMmonus (npopomkeHue)

 [ly3blpn ObLICTPO 3PO3NPYIOTCHA, N Y4ACTKU, NTULLIEHHbIE
anNuUTenNus, 3aHMMatoT nHorga 0onbLUYH YaCTb KOXXHOro
nokposa. PassuBaeTcsa BToOpnyHOE MHDULIMPOBAHUE
3po3nn, 0be3BoXMBaHME.

« K 3 - 6-mecssMHOMY BO3pacTy BbICbINaHUA NpUodpeTatoT
TUNWUYHbIW ONa 3Ton doopMbl BUA - NONYLLIAPOBUAHbIE
Ny3blpU C HANPAXXEHHOW NOKPbILLIKOW U CEPO3HbIM,
reMmopparm4eCckMm Unm rHoMHbIM COAEPXKMMbIM, 8 TaKkKe
9PO3UN, MOKPbIThIE KOPOYKaMK, 0BPa3yroT
KonbLIeBUAHbIE, AYroobpa3sHble, decToHYaThle 0Yaru, B
LLEHTPE KOTOPbIX PAacnonoXeHa 30Ha MUMrMeHTauuun.
Kaxkaaga otaensHas 3p03ns 3aXKmBaeT ObICTPO,
3aXXMBJieHne BCero oyara pacrarmsaercd Ha 1 - 1,5 mec.




[MpocToun repneTUPOpPMHBLIN OyNIe3HbIN

anuaepmMmonus (npopomkeHue)

[TporpeccupoBaHne NaTonorM4ecKkoro npoLecca Moxer
HabnaaTbCa OT HECKOSIbKMX MECcSALEB 0 roaa, nocre
4yero HacTynaeT NoCTENEHHOE YIyYlleHNe - YMEHbLLIEHNE
nroLwann nopaxeHusa Koxm, boree peakoe
BO3HMKHOBEHME MNy3bipen N MHPUUNUPoBaHUA
BbICbIMNaHUN, HOpManuaauuns obLero CoOCToOAHMUS.

C 2 - 3-netHero Bo3pacrta y 60/bHbIX CTAHOBUTCH
OTYETIMBOU CE30HHOCTL OOOCTPEHUM - NETOM
BbICblINaHUW cTaHOBUTCA bonblue. VIHorga otMedyaeTcs
NoMnHoe paspeLlleHne BbiCbINaHUU Npu NogbLEME
Temnepartypbl Tena Bbiwe 38° C BO BpeMs
NHMPEKUNOHHBLIX 3aboneBaHUN.

K KOHLLY NepBbIX OECATU NET XKXN3HU BO3HUKHOBEHUE
Ny3blpen CTAHOBUTCA PedKuM, a BO BTOPOM

NPEKPALLAETCA.




TAXenbIU NorpaHUYHbLIW OYNNe3HbIN ANNgepmMonns

3aborneBaHne ABsAeTCA caMon Tshkenom opmMon HacreaCTBEHHON
ny3blpyaTku, NPUBOAUT K CMEPTU pebeHka B nepBble HeAeNn nnm
MeCSILIbl XKU3HWU, HacneayeTca ayToOCOMHO-PEeLIECCUBHO.

« Taxenoe oblulee cocToaHue pebeHka, pe3kagd aHeMusa

 BbICblNaHUsa B BUOE BAMNbIX, JIENKO 3DO3UPVIOLLUXCA NY3bIpEN cpasy
CTAHOBATCA reHepasin3oBaHHbLIMU. XapaKkTepHbIMU SBMAKOTCA
Hanuyme rpaHynaunm no Kpakw apo3nim, 0COBEHHO BbIPaXXEHHbIX Ha
nvue U HOrTeBbIX Banukax,

« YacTo oTcnouvka annaepmmca nponcxogmt 6e3 obpasoBaHus
ny3blps. 3aXNBNeHNne MearieHHoe, ¢ atpoduren Koxu.

« B nonoctn pta Bcerna nverotca aposnn. MNy3bipy moryT
00pa3oBbIBaTbLCA TaKKe B NULLIEBOAE, FOPTAHU, NPUBPATHUKE
XKenyaka, TOHKOM 1 NPSIMON KULLKe, XKen4YHOM Mny3blpe, YPeTpe,
no4Kkax.

* bBbonbHble pe3ko oTcTaloT B n3ndeckom passntmn. CMepTb
HacTynaeT B peayfibtate acqouKCUM OTCIONBLLENCA NMOKPbILLKOW
ny3blps UNu gepmaTtoreHHoro cerncuca.




JOMUHaHTHbLIN ANcTpoduyeckum oynnesHbin
anuaepmMmonus

* bonesHb HacneaoyeTcst ayTOCOMHO-
OOMWHAHTHO, HA4YMHAETCH C
POXOEHUS NN NEPBbLIX AHEW
XN3HWN. B NnepBble MecsLibl
NopakeHne KoXxu
reHepann3oBaHHOE, B
OanbHeuwem Ny3bipn BO3HUKAKOT
0ObIYHO HA OOHUX U TEX XKE YacCTo
TPaBMUPYEMbIX Y4ACTKaX: KUCTSIX,
cTonax, KONeHsx, NOKTAX, Llee.
3aXkuBneHue npomncxogunT ¢
obpasoBaHnem aTpodn4ecKoro
pyOLIa C YETKOW rPAHULIEN, NTETKOW
CKNag4vyaToCTbio KOXW B obnacTu
pybua, nurmeHTauuen (pmc.3).




HorteBble NNacTUHKM NopaXeHsbl y
Bcex DorbHbIX, Yalle OHU
OUCTPOIUYHBI.

PocT 1 pa3BuTtue getem He
HapyLieHbI.

B paHHeM Bo3pacTe MOXeT
BO3HMKATb HapyLlueHne
NpPOXO4AMMOCTM nuLLeBoaa, 4YTo
BblpaXkaeTcs B nonepxmeaHum,
PBOTE Npu ynotpedneHnn TBepaomn
NULWN, CIOHOTEYEHUU, BONK Npu
[MoTaHun. 3TN ABIMEHUS
obpaTumbl.

C Bo3pacTtom ny3bipu
NOoABNAKTCA BCe pexe, Ny
B3POCSIbIX O HAanNu4nu 6ore3Hn
MOryT HanoOMMHAaTb TONbLKO
ancTpodunyeckme N3MeHeHus
HOITEN N egBa 3aMeTHble pybLubl
Ha NOKTSAX, KONEHAX U NoabikKax

JOMMWHAHTHbLIN AUCTPOPUYECKUN
OynnesHbIN aNnMaepMonus3
npoaonxeHne







PeueccuBHbIn ancTpodmnyecKkumn
OynnesHbIN anuaepmMonuns

bonesHb HacneaoyeTcst ayTOCOMHO-
PELECCUBHO, NPOTEKAET TAXKEsOo,
4yacTo NPMBOAUT K CMEepTU B e -
paHHeM Bo3pacrTe. M v
3aboneBaHne Bcerga BO3HUKAET C
POXOEHMSA UNU NEPBbLIX YaCOB XXU3HWN -

Yke Npy poXAeHUN 4acTo ‘
ap0o3upoBaHa Koxa KOHEYHOCTEW.

B nepBble OHU XXN3HM NPOUCXOaNT
pacnpocTpaHeHWE BbICbINAaHUM,
npuyem ny3blpy BO3HUKAKOT He i
TONbLKO B pesynbrarte JIerkux Tpasm @
KOXW, AaBNeHUs N TPEeHNUS, HO U 2
CMOHTAaHHO. Biggorme, }
[axe KpyrHble 3p03umn 3axknearoT o
CpaBHUTESTbHO ObICTPO (B

3aBMUCMMOCTM OT pa3mepos 3a 3 - 10

OHen), HO NOCTOSIHHO MOABSIAOTCS

HOBbIE.




3aXXUBreHme nponcxoanT ¢
obpasoBaHnemM aTpodNYECKNX
pybLOB, HA KNCTAX U cTONax
NOCTENEHHO pa3BMBaAOTCS
KOHTPaKTYpPbl U CUHOAKTUNUN.

HorreBble NNacTMHKM OTCYTCTBYHOT C
POXOEHUS1 NN NOCTENEHHO
yTpaunBaloTCs B pesynsrare
ob6pa3oBaHNs NOAHOITEBLIX MYy3bIPEN.

PybuoBasa atpodusi Koxu
BOJIOCMCTOWN YaCTuW ronosbl
npossnsaerca amdodysHom
pa3peXXeHHOCTbL BOSIOC U UX
OUCTPOPUYECKUMN N3MEHEHNSMMN.




* Ha crnnancton obonoyke NonocTu pra,
nuleBsoaa, NPAMON KNLLIKWU BO3HUKAOT
MHOXECTBEHHbIE MY3bIPW.

 [lpouecc pybueBaHunsa BO PTYy
NPMBOANT K OrPaAHNYEHUIO
NoABWMXHOCTU A3blKa, aTpodun ero
COCO4KOB, 3apalleHUto
BECTUBYNAPHbIX CKNagokK U
MWUKPOCTOMUU, B NMULLIEBOE - K EIO
CY>KEHWI0, HapPYLLEHNIO NPOXOAUMOCTH
NULLX, B NPAMON KULLIKE - K
XPOHUYECKMM 3anopam, Pe3KUm
bonam npu gedekauumu.




« 3yObl NOpaXkeHbl y BCeX DOMbHbIX, NpeobnaaatoT
Kapuec, aedekTbl 3yOHOM amanu, aHoManum
PaCroSIOXEHUS.

* [lopaxeHune cnnmancTom obonoYKkn rrnas 4yacTto
HabnogaeTcsa B JETCKOM BO3pacTe, YTo
KITMHUYECKM MPOSABNSIETCS XKEHNEM, Bonamu
Npu NMOonbITKE OTKPbLITb rnasa. Inutenma3auus
9PO03MN KOHBIOHKTMBbLI NponcxoaunT bbicTpo (2 - 4
OHsA). PybueBaHue Ha porosule 3aBeplLlaeTcs
obpasoBaHMEM 0D0NaYKOBUAHbBIX MOMYTHEHUN,
CYLLECTBEHHO HE HapyLlalLWnX 3peHNe.



« Ob6uee cocTosiHME BOMbHLIX XapakTepusyeTcs cnabocTbto, BbICTPON
YTOMIIAEMOCTbIO, ANUTENbHLIMU Nepuogamn cybdebpunurera.
[TocTOsiHHbIE BOME3HEHHbIE OLLYLLEHUSI NPUBOAAT K OrPaHNUYEHNI0
NOABWMXHOCTM DOMbHbIX, 3aMeasIEHN0 MCUMXOMOTOPHOIO U
dm3nyeckoro passnTud, couuanbHon gesagantaunmn. OTmevaeTcs
MNOXPOMHAasa aHeEMUS.

. C BO3pacToM CNOCOBHOCTb K 3aXKMBTEHNIO 9PO3UBHOA3BEHHbIX
nopaXKeHUM CHMXKXaETCS, HEKOTOPbIE o4varn He 3aXXMBaKT HECKOSTbKO
MecaueB M gaxe net. Ha Takmx odarax, a Takke Ha pybuax MoryT
dopmMmupoBaTbCs anuTeNMarbHbIE OMYXOSn, Yalle NIIOCKOKNETOYHbIN
paK, Pe3NCTEHTHLIN K Tepanuu.

«  Cpeau NpuYnH CMEPTU B NEPBBLIN rof KN3HU Hanbonee 4YyacTbl
acukcusi, acnmpaymoHHas MHEBMOHUSA, AepMaTOreHHbIN CENCUc, B
Bo3pacTe ctapile 30 neT - 3nokavyecTBEHHbIE OMNYXOnn KOXMN.



[laToreHeTn4yeckaa Tepanus

B Koxe 60rbHbIX peLecCUBHbIM
ANCTPOdPNYECKUM OYINe3HbIM
aNuaepMonn3om BoipabaTbiBaeTCcAa N30bITOYHOE
KONMMYEeCTBO CTPYKTYPHO M3MEHEHHOU
KonnareHasbl.

[TaToreHeTn4yeckn OOOCHOBAHO NMPUMEHEHUE
npenapaToB, UHIMOUPYIOLLIMX BbIPabOTKY NN
aKTUBHOCTb KomnfareHasbl —

andeHnHa (PeHUTonHa), IPpUTPOMULIMHA,
conbLINX 03 BUTaMUHa E n petuHonaos.




CumMmnTomaTmnyecka tepanus

Ob6Lwaga Tepanus BKNOYaET NMPUMEHEHNE aHTUONOTUKOB
LLINPOKOTO CrneKkTpa AencTBuUs npu BTOPUYHOM
NHMPULUMPOBaAHNU BbICbINAaHUM (X HA3HaA4YalT TONLKO MPU
HapyLUEeHN ODLEro COCTOSAHUSA BOMBHOIO),

AHTUTMCTaMUHHbIE
CepatuBHble npenapaTtbl Npu Bbipa)eHHOM 3yae,

AHabonun4yeckune, obuleykpennawowme cpeacrea u
doepMeHTbI Npu oTcTaBaHUN B PU3NYECKOM Pa3BUTUN.

[1lpn aHeMuUn nNyYdwnm apdeKT AaeT nepenneaHue
3pUTPOLMUTHON MaccChl,

Bo3MoXHO nepenuBaHue, nnasmbl, anbobymuHa,
00s13aTeNbHO Ha3Ha4YeHne COOTBETCTBYIOLEN ANETHI.

B KomnnekcHom Tepanmmn HeobOXoaANMO Ha3Ha4YeHME
NoNMBMTAMMHHbLIX Npenapatos. [1peanoyteHne otaaroT
KOMMNneKkcam, cogepxalmm MUKPOINEMEHTHI.



[Tpy nopakeHnn cnM3ncTon odOoNoYKM NOSIOCTU pTa
nocrie KaXgoro npuema nuLin pekomeHayeTcs
Nponosiockatb POT OTBapamMu pomallKy, wandges,
KaneHaynbl, 38epobos, yb6oBon KOpbl, KOPHEBMLLA
3MeeBuKa. ['locne nonockaHna XopoLo NPUMEHSATb
obrnenmxoBoe Macno, Masb C PpeTUHona narbMnTaToM,
KapOTOSWH, CONIKOCEPUST, COK KanaHxoe B BUae
annnukaumn. ManeHbkum getam garoT obrnenmxosoe
Macsio B Kannsax BHYTPb.

[1pn cnasmax nuweBoga ¢ HapyLleHnem
NpPOXOo4AMMOCTU NULLN PEKOMEHOYHTCA NOCTENbHbIN
PEXMM, CyX0e TENso Ha obnacTtb rpyau,
cnasmMonmMTU4YecKmne cpeacTea, afekTpogopes c
nenougmnHoM.



Yxopa 3a KOXXeWl 1 HapyXXHoe nevyeHue

* C nepBbIX AHEWN XXN3HU DONLHOro pebeHKka HYXXHO
CTPEMUTLCHA CBECTU K MUHUMYMY
TpaBMUpPYOLLKME KOXKY dPaKTOopPbI. [1eneHku
OOMMKHbI BbITb MArKMMK, 6e3 WBOB. [pn
neneHaHnn obpallaloT BHUMaHWUE Ha TO, YTOObI
HOXKN pebeHKa He conpuKkacanucb Opyr c
apyrom. Bce HxHee bernbe HageBaeTcs WBamu

HapYXYy.

« Ha ogexage He OOIMKHO ObITb PE3UNHOK U
TE€CEMOK, CTECHAIOLLNX OBUXKEHUS.
HexxenatenbHO MNOMb30BaTbCA NamMnepcamu.



* Ha pyku pebeHka 6epyT o4eHb OCTOPOXKHO, TOSTbKO
OOETbIM U 3aBEPHYTLIM B NENEHKY, NnogaepXxuBas
CHU3Y, n3beraqa pactarnsaHua Koxu. Korga pebeHok
Ha4YMHaET Xo4uTb, B ero ogexay (Ha NTOKTU N KOSeHN)
XXenartesibHO NMoALUNTb HECKOSIbKO CITOEB MATKOW TKaHW.
[oma pekomeHOyeTca HOCUTb CBODOAHYIO oaexay U He
HageBaTb 0byBu. OOyBb AN NPOrynoK OormkHa ObITb
CBOOOAHOW U Nerko HageBaTbCA.

 Bce nuua, npnyacTtHble K yxoay 3a pedbeHKOM U
HaOMIOOEHUIO 32 COCTOSIHMEM €ro 300POBbSA, AOSTKHbI
bbITb NpeaynpexaeHsl 06 0CODEHHOCTAX OONeE3HN n
HegoNyCTUMOCTU AaXe He3HaYNTENbHOro
TPaBMUPOBAHUS KOXU U CITM3UCTbIX 000MoYeK
(Hanpumep, Npy OCMOTPE NeamnaTpoM, OTONAPUHIOSTIOrOM
NN CTOMaTOSIOMOM).



 [1pun 3anopax He cnegyeTt NPUMEHSATb
crnabuTtenbHble CPeaCTBaA, Bbi3blBaKOLLNE
XUMUYECKOE NN MEXaAHUYECKOE pasapaKeHune
PELENTOPOB KULLEYHUKA, NYyYLLUNUN 3PDEKT
OOCTUraeTca AMeTou u BBegeHNEM B NPAMYIO
KMLLKY TeNNOoro pactuTenbHOro nnu
Ba3efIMHOBOIro Macria B BUAE MUKPOKITN3MBbI.

* [lpodumnaktTnyeckme npmBUBKK
NPOTMBOMNOKa3aHbl TOMbKO B Nepmoa HapyLUeHuns
o0LLero coctosiHMA pebeHka.



Yxopn 3a KOXXeu U HapyXXHoe fneYyeHue

[Ty3bipn nerye obpasyroTcda Ha Cyxon, aTpoPUIHON
KOX€ CO CHWXEeHHbLIM canooTtaerneHnem. B cBa3u ¢ aTum
KOXY HY>HO

, YTODObI OHa NpuobpeTana MArkocTb U
3M1aCTUYHOCTb U Oblifia boriee pe3ncTeHTHa K

MexaHundeckmnm Bosgencteusm. C aTon LUenbto
NPUMEHSAITCA KPpeEMbl U Ma3n Ha BOAHO-3MYJIbCUOHHOW
OCHOBe (Ma3b C peTnHosa nanbMnTaTtoM, Masb pageBur,
5% Ma3b C MOYEBUHON) UMMM paCcTUTENbHOE Macro
(Kpome noacorHevHoro). Micnonb3yembln Kpem He
OOMKeH ObITb IYCTbIM.



[ly3blpn, 00pa3yoLLNECS Ha KOXE, eXXeHEBHO OMOPOXHAIOT,
nNpokanbiBag ¢ ABYX CTOPOH TOSICTON MHBEKLIMOHOW UINION N yaansas
XNOKOCTb NMOO HagaBsnmMBaHMEM, NMOO oTcacbiIBaAHNEM C MOMOLLIbIO
Lnpuua.

CnenyeTt NOMHUTb, YTO CODCTBEHHbLIN ANMOEPMUC SBMNSIETCA CaMblM
Ny4LrM NOKPLITUEM paHbl N Bonee BCEro CriocobCcTBYET ee
3axunerneHunto. OgHako B OOMbLUMHCTBE Criy4aeB NOBTOPHas
MeXaHn4eckasi TpaBMma NpPUBOAUT K pa3pbiBY OTCIOUBLLETOCS
anugepmMmunca, obHaXxaeTcda 9po3nBHas NOBepxXHOCTL. Ha apo3uun
nyJlue BCEro cpasy XXe HanoXuTb KonnareHoBoe rybyaroe rnokpbitue
(konacnoH, anbrMkos, AMrnmcnoH 1 ap.). Ecnu nokpbITUN HET NoA
pykon, Heobxoanmo obpaboTaTb paHKy aHTUCENTUKOM BO
N30exaHn MHAPNLMPOBAHNSA U HANOXNUTb CTEPUIBHYIO NOBS3KY C
PaHO3aXMBNALWMMIN cpeacTsamMmn (Masn ¢ peTUHOSA NasibMUTaToOM,
pageBunT, CONKOCEPUI, akTOBErMH, benaHTeH, aspo30sib NaHTEHON).



HecmoTpst Ha npegoCTOpPOXKHOCTN, BOSBbLLUMHCTBO 3P03U MHPUUMpyeTcs,
npespawlaeTcs B A38bl. Ha MHUUMPOBAHHbIE Y4YaCTKM HaKnaabiBaloT Masu
C aHTUBMOTUKaAMWN U OAPYTMMN aHTUMUKPOOHLIMU cpeacTBamMu (OepMasmiH,
NEeBOCUH, NEeBOMEKOSb, pacTuH). YO0OHbLI adp030SibHblE HAPYXHbIE
cpeacTBa: onasorib, rmno3orsib, fierpasosib, IEBOBMHN30Mb U Ap. Ons
3aXXMBNEHNS 3B UCMNOSb3YOTCA KomnsareHoBble rydyartble MoKpbITUS,
cogepxawme qepMeHTHI.

[Mpy 0OLLIMPHOM NopaXkeHun xopoLunmn addeKT okasbiBaeT obLlee YO-
obny4yeHue cybapuTeMHbIMU go3amMn. MarHuToTepanunio HazHavaroT Ha

OTAENbHbIE ANUTENTbHO HE3aXMNBatoLMe A3BbI.

BaHHbLI C TpaBamMu XOPOLLO CTUMYSTMPYIOT 3aXKUBNEHUE, ynyYllatoT
camMo4yBCTBME U ABNATCA AN 60nbHbIX NI0O0ro Bo3pacta camomn
NpusaTHOM npoueaypon. [ng BaHH NCNOSb3YIOTCA Nobble pacTUTENbHbIE
OTBapbI C NPOTUBOBOCMHANNTENBHLIM U BAXYLLMM AencTBUEM. [pn
BblpaXXeHHOM 3yae 006aBnsalT MATY Unu Banepuany. ocne BaHHLI
0bs3aTenbHO CMa3blBaHME KOXW NUTATENbHbLIM KPEMOM.




Y MHOrux 60mnbHbIX MOCIE 3aXXMBMNeHust 0bpasyoTcs
MUINYMbl, OCOOEHHO YacTO Ha ThbINTbHOW CTOPOHE

KNCTEW. DTN BbICbINaHNS CO BPEMEHEM pa3peLlatoTcs
camMun N He TPebVyIoT fevYeHuns.

B3pocrible 60rbHble AOMKHbI ObITh NpeaynpeXaeHbl O
BO3MOXXHOM MOSIBNIEHMN Ha pybuax n a3Bax HEODObIYHbIX
BbICbINaHUN, YTO TpebyeT He3amMea S IMTENTbHOIO
obpalleHus K gepmaronory. dnutenuanbHble onyxosu
npn OynnesHom annaepmMmonmnse MoryT ObiTb
PE3NCTEHTHbI K NTIEYEHNIO, OHO AOIMKHO ObITb HA4YaTO Kak
MOXHO paHblLLeE.




[TnTaHue

Bo Bce nepuoabl u3Hu 60nNbHOIo NTaHne A0MKHO KOMNEHCUPOBAaTh
notepu 6enka, conen n Boabl, CBA3aHHble ¢ 06pa3oBaHNEM Ny3bIPEN.
[pyoHOe BCkapMnuBaHue npeanodTUTenbHee, C BBEAEHNEM JOKOpMa U
NpUKopMa KONMNYECTBO BBOAMMOIO C NuLlern 6enka AomKHO ObiTb YBENUYEHO
Ha 20%. PpyKTOBbLIE COKWN U MOPE HEe OOMKHbI ObITb KUCMbIMU. B yTpeHHne
Yyachbl None3Ho AaBaTb pebeHKy HeMHOro HepaHNPOBAHHOIO
pPacTUTENbHOIo Macna, KOTopoe BOCMOSHAET HeJOCTaTOK
MONMHEHAaCHILLIEHHbIX XXUPHbIX KUCINOT 1 obrner4yaeTt gedekauuto.

B pauunoH BBOOAT NpoayKThl, boraTtblie rpybon pacTUTenbHOW KrneTyaTkomn
(kanycTta, kaba4ykn, cBekria, CyxopyKThbl).

3anpewlaeTca nuuwa, TpaBMupytoLllas Crim3ancTyro obosroYky (kapamernb,
cyxapwu, cywku, Bacnu n T. ). Bapocnbix 00MbHbIX NpegocTeperatoT oT
ynoTpedneHnst CNMpTHbLIX HANUTKOB M OCTPbIX 6o, NPOBOLMPYOLLNX
obpasoBaHue ny3bipen B NULLEBOAE.

rlpl/l cna3mMax n CyxXxeHnn nmniiesoa rnNpuMeHArT MeXaHNYECKN N
TepMnNYEeCKn Wagdalyro amety, yBermdmsad KoJin4ecTBo NpmnemMoB MNMULLn.






Complications

Epidermolysis Bullosa  Article Last Updated: Jun 13, 2007
Surasak Puvabanditsin, MD,

« Secondary infections (eg, pseudomonal,
staphylococcal, and herpes organisms)

» Pseudosyndactyly of the fingers and toes
» Scarring of the skin

* Pigmentary changes

* Anonychia

* Dental anomalies

* Dysphagia



Secondary complications that may be found
in RDEB-HS include the following

« Growth retardation from malnutrition caused by poor
intake and an increased nutritional demand for tissue
healing

 Anemia

» Osteoporosis [Kawaguchi et al 1999]

* Renal amyloidosis [Kaneko et al 2000]

« Pulmonary amyloidosis [Csikos et al 2003]

 Dilated cardiomyopathy [Cunnington & Addison 2002]



Prognosis

 EB is chronic.

« Patients should restrict and modify their activity
to avoid the serious complications of blistering.

* EB continues to be devastating disease with
high incidence of aggressive squamous cell
carcinoma.

» About 80% of patients with severe EB who
survive to adulthood eventually die from
metastatic squamous cell carcinoma that
originates in the chronic wound.



Other nutritional deficiencies must also
be addressed:

» Calcium and vitamin D supplementation
for osteopenia and osteoporosis

» Selenium and carnitine replacement to
help prevent dilated cardiomyopathy

» Zinc replacement to enhance wound
healing



 [1pn cnHapome Arnepca-LaHnoca

OTMEeYalTCHA NaTofiormvyeckue
nameHeHus | u lll TnoB kKonnareHa.
KoXHble NpoaBneHns cuHgpoma
BKITHOYAOT rMNeppacTaKMMOCTb
KOXW, NErkocTb 0bpa3oBaHUS
ny3bipen, cnabyro TeHOEHUNIO K
3aXXMBIMEHUID, YTO CONPOBOXOAETCH
obpasoBaHnem OOLWMPHBLIX PyOLIOB.




* [1pu bynnesHom cuctemMHoun
KpaCHOW BOJTYaHKe U
NpPNobpETEHHOM
bynnesHom annaepmornnse
BbIgBNAKTCA aHTUTENA
npotuB VIl Tnna
KonnareHa, BXoasLwero B
COCTaB AKOPHbIX
donnameHTOB OePMbl,
KOTOpPble NMPUKPEeNnnsT K
Hen basaribHy0 MeMOpaHy.













