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ANAZXZKOIMHIH
REVIEW

MNowotnra {wi¢ madiwv pe mop@oAuywdn
emdeppoAuon

H mop@oAvywdng embeppoAuon €ival pia GTTAVIA YEVETIKE) VOGOG TTOU Xapa-
ktnpiletal amd euBpaVCTOTNTA TOU SEPUATOC PE OXNHUATIOUO TTOUPOAUYWV
oto &éppa. ZpEPA, ol MAGXoVTEG oTnV Eupwmnn avépyovtal og 30.000, evw
TayKoopiwg o€ 500.000. H moppoAvywdng emdeppdluon taivopeital o
anhr, CUVOECHIKN, SUGTPOPIKN Kat HIKTH. Ta maidid pe mop@oAuywsdn emdep-
péAvon avtipeTwmi{ouv 1060 GWHATIKA 660 Kal PuxoAoyikd mpoBAnpata €
aItiag TNG VOOooV, e amoTéAeTHa N TOLOTNTA TN (WG TOUG Va gival TTwXh Kat
ONUAVTIKA XEIPOTEPN O oXéon Me Ta vyl maidid. Emi mAéov, avtipetwni{ouv
npofAfpata mou cuvdéovTal HE TNV KAONUEPIVOTNTA TOUG, OMWG N ARYN
TPOPNC, TO VTUGIUO, TO UMAVIO, TO YPAYIUO, TO MEPTATNHA K.A. H BapUtepn
Hop@N TNG VOoOU, 0 £VTOVOG TIOVOG, 0 KVNGHOG Kal ot SUGKOAIEG GTO pmavio
Kat otn ANYn tpo@n¢ oxetifovtal pe xelpotepn moidtnTa {wiG. AUCTUXWG,
Sev umapyel Bepameia KAl N AVTILETWITION €iVOl GUUMTTWHATIKN ME TOTIKN
AVTIONTITIKA i} KAt avTIBLOTIKN aywyr Kal EMKEVIPWVETAL OTNV TAPEUTOSion
€U@Aaviong emmAoKwv Kat Aotpwewv. Emi mAéov, n YuxoloyiKr umootipi§n Twv
SV pe mop@ohluywdn emdepudAuon givar oAU onpavTiki. YuXoloyikég
Oeparmeieg Kot TEXVIKEG TTOU ApOPOUV OTNV ATTOCTIACH, 0TN Snovpyia vogpwv
EIKOVWV, OTNV EIKOVIKI] TIPAYUATIKOTNTA KOl 0TNV avarvor £xel amodeixOei ot
ouvdpdpouv otn Slayeipion Tou Mévou, KABWG Kal 6TN PEIWON TOU AyXOuG.
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1. EIZArQrH

H mopgoAuywdng emdepudiuon (epidermolysis bullosa)
gival pla omdvia YeVETIKR vOOOG TTou Xapaktnpiletal amnod
€UBPAVOTOTNTA TOU SEPUATOC UE OXNUATIOUO TTOUPOAUYWV
o010 8€pHa, WG ATTOKPLON O EAAGOOVA PNXAVIKO TPAUMOTL-
opo." Emi MAéov, 0€ KATTOLEG TTEPITITWOELG TTAPATNPEITAL KAl
MPocBoAn TwV BAEVVOYOVWVY TWV ECWTEPIKWY 0pYyAvVwWV. EE
AITiaG MlAG YEVETIKAG avwualiag cupfaivel amotuyia cuve-
ong MeTady TNG emSePUISAC KAl TOU XOpiou, LE AmOTENECHA
Va KATtaoTpEéPeTal To 80% mepimou tng emdepuidag, kabwg
auth StahveTal TOAD €UKOAA Kal oXNUATiCel TTOUPONVYEG
KAl OXIO{HMOTA, AKOUN Kal ETTELTA Ao TNV EAAXIOTN MA@,
n omoia urmopei va mpoépxeTal and KAMmolo KTUTNua, Tp1n
1} AKOUN KAl KVNOMO.” Zuxvd, XPNOILOTIOIEITAL O OPOG «TTAl-
S14a-TreTaNOUS Y, TIPOKEIPEVOU VA TTIEPLYPAYEL TA TIACKOVTA
maidid, kabwg To S€pua Toug eival Tooo eUBpavoTo Goo Ta
PTEPA pIag TTETAAOVSAC.?

H mopgpoAuywdng emdeppoluon ival pia vooog mou
ekONAWVETAL €(TE PE TN YEVvVNON EITE OE MIKPO XPOVIKO
Stdotnua peTd TN yévvnon kat Sgv MPooBANAEL HOVO TO

YrmoBAribnke 18.11.2019
EykpiBnke 24.11.2019

S€ppa, TTou gival Kal To TTAEOV EUPAVEC, AANA PTTOPEL va
enMNPedoel Kal AANa 6pyava ToU CWHATOG. AuTtd cupfaivel
ylati unmdpyouv S1d@opol TUTTOL TNG ACOEVELAG, LE TTOIKIAEG
HETAANGEELG, Ol oTToieC UMmopPEl va Kupaivovtal armd Amag
HoP®NG Kal va emnpedlouv povo tnv emdeppida, péxpl
TTOAU oof3apn¢ Hop®ng, OTTou MPooBalovTal kal AANa 6p-
yava Tou atopou mmou maoyel.” Ta maidid pe mop@oAuywdn
emOEPUONUCN UTTOPEI VA EPPAVICOUV TTOUPOAUYEG KAl OTA
modla, O0Ta X€PLa, OTO OTOMA, OTA HATIA KAl OTOV AdpUYYd.
3 € 0oPBapég HOPPEG TNG VOOOU UTTOopEi va mapatnpnBOei
TPOCROANA TWV BAEVVOYOVWV TWV ECWTEPIKWY OPYAVWYV Kal
va dnuioupynBoulv puoalideg otnv oupoddyo KUOTN, OTO
OTOMAX!L KAl OTOV OlGO®AYO, UE ATTOTENECHA VA eTTNPEAlETAL
TO YOOTPEVTEPLKO, TO OUPOYEVVNTIKO KAl TO AVATTVEUOTIKO
o0OTNUA TWV ACOEVWV. ITIC TIEPITITWOELG AUTEG, Ta TTAdLA
VIwOouv akoun peyoAutepn Suogopia, kabwg mpémel va
QVTILETWTTIOOULV VEEC ETMIITAOKEG TNG VOOOUL TTOU CUVAOWC
gival emwduveg, 6Nwg Suokolia A\qPNG TPOPNG 1 EANITAG Oi-
TIon, SuokoAia otnVv Katdmoon, Sucko\dTNTA, TTPORAAMATA
ME TNV avantuén, avaipia, aAwTEKia, amwAEglQ VUXIWV Kal
SovTiwy, Hoviun avamnpia K.a.2 Eival pia vooog ameiAnTikn



316

yla tTn {wn, EVW OTIG TTIO CORBAPEG HOPPEG TNG UTTOPEL va
odnynoel oTov BAvVaTO aKOUN Kal KAatd Tnv matSikn nAKia.

YmoAoyiletal 6T éva AToMOo 0Ta 227 PEPEL EVa ENATTW-
HATIKO YOVISLI0 TTOU TIPOKAAEL TNV TTOPOALYWSN embepuo-
Auon. EnimAéov, éva veoyvo otig 17.000 yevvnoelg (wvtwyv
VEOYVWV YEVVATAL ME KATTOIA HOP®H TTOUPOAVYWSOUC
embepudAuonc. Ymoloyiletal 6Tt To CUVOAO TWV ATOUWV
TIOL TTAOYOUV aTTd TN CUYKEKPLIUEVN OTTAvVIa vOoo oTnyv Eu-
pwrn avépxetal og 30.000, evw maykoouiwg og 500.000.6
O emmoAaoUOC TNG VOOOUL TTOIKIAAEL Kal uttoAoyileTal o€
1:20.000 otn ZKkwTtia, 1:100.000 otnv ItaAia, 25-50:1.000.000
otn lepuavia, evw cuvoAikd otnv Eupwrn umoAoyiletal
o€ 2,4:100.000 kat oti¢ Hvwpuéveg MNMoMiteieg TN AREPLKAG
(HMA) og 1:130.000.7"7 21NV EAAGSa Sev gival yvwoTtog o
EMITOAACUOC TNG TTOUPOALYWOOUG emMOEPUOAUONC.

Ta onpavTIKOTEPA TTPORARHATA TWV TTAISIWV AOYW TNG
vOoou gival 0 KVNopog oto S€pua, o Tovog, N SUCKOAIa
OUMMETOXNG 0€ S1APopeG SpaoTNPIOTNTEG, N EANEIYPN KaTA-
vonong amd toug AAOoUG, To aicOnua TNG S1aPOoPETIKOTNTAG
mou atcBdvovtal Kal n autoe§umnpETnor Touc.*'28 Ta
matdid mou €xouv MPoofBAnOei and pia mo cofapn popen
NG AVTIMETWTICOUV HEYOAUTEPO TTPOPBANUA LE TOV KVNOUO
Kal TOV TTOVO, EVW TO KUPLOTEPO TIPORANUA yia Ta madid
UE NTOTEPN HOPPH TNG VOOOU €ival 0 TIOVOG TTOU £€X0UV va
QVTIHETWTTIOOUV Kal O OTToi0G OXETICETAL PUE TN CUMMETOXN
TouG o€ S1APOoPEC SPAoTNPIOTNTEG, KAOWE KAl TA ApVNTIKA
OXOAla Yla TNV EUPAVION Touc. Ta meplocoTtepa matdid mou
TIAOYOUV ATTO TTOPPOALYWSEN EMSEPUOAUON, AVEEAPTATWG
oofapotntag tng acBévelag, avtipeTwiCouv mpoAnuata
KOIVWVIKOTIOINONG KAl CUMUETOXNG O€ S1d@opeg Spaotnpto-
TNTEG EVW £XOUV €VTOVO TO aicOnpa TNG S10QOPETIKOTNTAG.

H mmopg@oAuywdng emdepuodiuon dev emnpedlel pévo ta
atS1d Tou VOooUV, AANA €XEL AVTIKTUTTO KL OTIG OIKOYEVELEG
TOUG, € YUXOAOYIKO, KOIVWVIKO, OLKOVOUIKO KAl CWHIATIKO
eninedo. H oikoyévela Siadpapatiel onuavtikd poAo otnv
mapoxn epovtidag ota maldid, Ot HOVO OTIG KABNUEPLIVEG
SpaoTNPEIOTNTEG, AANA Kal 0TNV PUXOAOYIKH uTTooTAPLEN.
‘Oco 1o cofapn gival n acBévela Kat 6Co MEPICCOTEPO
e€amwvovTal Ol TTOUPOAUYEG OTO CWHA TWV TTALSIWY, TOCO
HeyaAUTEPN ival kal N emBApuvon TNG olkoyévelac.'>?° Emi
TIA€0V, N OLKOYEVELA EMIBAPUVETAL AKOUN TIEPIOCOTEPO OTAV
Ta HEAN TNG OV €XOLV eMWUIOTEL TO BAPOG TNG PPOVTI-
8ag tou mdoxovtog matdlou sival éviova cuvaleOnuaTiKA
@opTiopéva.?’

Ta madid pe mop@oAuywsdn emdgpUOAUON AVTIUETW-
miouv ONUAVTIKA TTPOBAAMATA, OTIWG O CUVEXNG KVNOUOG,
N CLVEXNG TTEPUITOINON TWV EMWSUVVWV TTANYWYV, ot SUCHoP-
pigg, N Suokolia avtamdKkplong oTIG SIAPOPEG KOIVWVIKEG
anatioelg K.A4.° Emi m\éov, avtipetwmnifouv mpofAnuata

A. OPATKOY kat ouv

Ta omoia cuvdéovTal PE TNV KABNUEPIVOTNTA TOUG, OTTWG N
A\YN TPOPNG, TO VTUCIHO, TO PTTAVIO, TO YPAWIUO, TO TIEP-
TATNMA K.A., EVW TTOAU CUXVA €PXOVTAL AVTIMETWTTA KAl UE
TIG TUXOV YUXONOYIKEG ETTITITWOELG TTIOU UTTOPE( VA ETTIPEPEL
n Kataotaon Tnv oroia Piwvouv.?

H Siaxeipion 1000 TwWV CWHATIKWY OCO0 Kal TwV YPuxo-
Aoyikv SUCKOALWY TTOU KABNUEPIVA Blwvouv ta maidid
UE TTOU@OALYWSEN EMSEPUOAVON EiVal ONUAVTIKK, TIPOKEL-
HEVOU va PTITOPECOUV AUTA Ta TALSIA va BEATILWOOUV TNV
moloTNTA TNG (WNG TouG. Na Tov AOYO auTov, 0 OKOTIOC TNG
TTAPOVUCAG CUCTNUATIKAG BIBAIOYPAPIKNAG AVACKOTINONG
ntav n Sigpevvnon NG molotnTag (WnG Twv MASIWV PE
mou@oAuywdn emdepudiuon.

2. TYNOI NTIOMOOAYIQAOYZ ENIAEPMONYZHZ

H mopgpoAuywdng emdepudAuvon talvoueital otig €A1 ¢
TEOOEPIC KUPLEG KATNYOpPieG: (a) amAn (simplex), (B) cuv-
Seopikn (junctional), (y) duotpogikn (dystrophic) kat (6)
piktn (Kindler syndrome). To @dopa tng mop@oAuywdoug
emdegpUOAUONC eKTEIVETAL O >30 KAIVIKEG UTTOKATNYOPIES
U TTaBoyOveC UETANAEELG O€ TOUNAXIOTOV 18 S1a@OopETIKA
yovidia."??-2* H gv Aoyw talvopunon yivetal pe BAon 1o kevo
To omoio mapatnpEital avapeoa otnyv emdeppida (e§wTe-
pikn otolBdda) kal oto Xoplo (eowteptkr otolBada), mou
kaBopilel kal TNV euBpPAVOTOTNTA TOU SE€PUATOC, KABWG
KAl Ta onueia ota omoia dnuioupyouvTal ol TOUPONUYEG.?

2.1. AR mop@oAuywdng emdepuoiuon

Eival o TUTo¢ e ToV PEYOAUTEPO EMITOAACUS, KABWG
TO TOCOOTO TWV MAISIWV LIE AUTOV TOV TUTTO AVEPXETAL OTO
70% TOU CUVOAOU TWV TTEPUTTWOEWV.?*?” TNV ATTAr} TIOUQO-
Auywdn emdeppoAucn ol TOUPOAUYEG oxnpati(ovtal otnv
e§wtepikn otolada tou Sépuartog, otnv emdepuida, €€
artiag Tng amotuyiag cuvdeong tTNG emdepuidag akpIBwg
mavw amnd tn BepeAiwdn otofada tou Séppatog. Oswpei-
Tal o mMAéov AMOG TUTTOG TNG ACBEVELAG, TAPA TO YEYOVOG
OTL Ol TOUPONVYEC gival eMWBLVEC. Ot TTOUPOANUYEG UTTOPET
va avantuyxBouv pévo ota xépla Kal ota modia (ToTKA
vOO0C) | 0€ OAO TO CWHA (YEVIKEUUEVN VOOOC). ZTNV ATTAN
mop@oAuywdn emdeppdAuvon 1o matdi KAnpovouei pévo
€va ENATTWHATIKO Yovidlo, amd Ttov éva yovéa.??”

2.2. ZUVOECUIKN TTOUPOALYWANC eMSEPUOAUON

3 & auTn, ol TTopPOAuyeG oxnuatifovtal o€ éva Sopikd
otolxeio TnG BepeAiwdoug pepPpdvng mou ovouddletat
“lamina lucida’, To omoio BpiokeTal 0TO oNUEio TTOU EVWVETAL
n emdeppida (avwtepn oto1Bdda) pe 1o Sépua (KaTwTe-
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pn oto13dda).?”? Xapaktnpiletal and eubpavoToTNTA
Tou 8£puaTog Kal Tapoucia BAevwwdwv pepBpavwy, TTou
ekdnAwvovTal e TN HOPPH TTOUPOAUYWVY UE UIKPO N Kal
KaBOAou TpaupaTtiopd. Ot Top@OAUYEG evOEXETAL va gival
oofapég Kal 0 KOKKWANG 1I0TOG UMOPE( va OXNUATIOTE 0TO
Sépua yUpw amo TN OTOUATIKN KAl TN PWVIKKA KOWNOTNTA,
oTa SAKTUAA TWV XEPIWV KAl TWV TTOSIWV KAl OTO AVWTEPO
TP MA Tou agpaywyou. ATTotelei Tnv MAéov cofapn Hop®n
NG vOoou Kal epgaviletal 0to 5% Tou CUVOAOU TWV TTEPL-
TITWOEWV. YTTAPXOULV TPELG UTTOKATNYOPIES TNG CUVOECUIKNAG
moppoAuywdoug emdeppoiuonc: H mpwtn ovopddetal mop-
@oluywdng emdeppoluon Herlitz kat pmopei va mpokahéoel
TIOUPOAUYEC EEWTEPLKA KAl ECWTEPIKA TOU OPYAVICHOU, EVW)
evbéxetal va gival Bavatneopa amod Ta mpwTta KIOAAG €Tn
Cwni¢ Tou maidlov. H deltepn umokatnyopia ovopdletal
mop@oAuywdng emdeppdAuon non-Herlitz kat odnyei
OTOV OXNUATIOUO TTOPPOAUYWV attd ATTIAG £WG Kal TTOAU
ooBapng HOPYNC, He amoTéAeoua Ta matdid va Biwvouv
HAKPOXPOVIO TIOVO 1] aKOUN Kal KATTOla Hop @I avarnpiag.
H teAeuTaia umokatnyopia gival n YeVIKELEVN CUVOECUIKNA
mou@oAuywdng emdepuodAuon, n omoia mbavév va givat
oofapn | H€Tpla. ZTn coBapr| YEVIKEUUEVN CUVOECHIKN
TopPOALYWSN embeppdAucn ol TopPOAVYEG oxnpatiCovtal
LE TN YEVVNON 1 O UIKPO XPOVIKO S1ACTNUA HETA aTtd auTh
Kal prmopei va mpoofBAnBei To oupomoinTikd cuoTNUA UE
™ Snuioupyia MOP@OAUYwWV oTnV oUPOSOXO KUOTH, EVW
evbéxetal va mapatnpnBOei kat atpo@ia Tou TUAWPOU, N
oroia emnpedlel To MENTIKO oUOTNHA. TN PETPLA HoP®N,
Ta matdid gpeavifouv MOUPOAUYEG OTa XEpla, ota TTod1a,
OTa yovaTta, OTOUG AYKWVEG KAl UTTOPEI VA EMNPEAOCTEI Kal
TO OUPOTIOINTIKO N TO TTEMTIKO cUOTNUA. lNa va ekGNAWOEL
€éva maidi Tov CUYKEKPIEVO TUTTO TTOUPOAUYWS UG eMOEP-
HOAUoNG Ba TPETTEL VA KANPOVOUN OEL EAATTWHATIKA Yovidia
Kal armo toug SVo yoveig, ol ormoiol gival popeic, ald dev
€xouv eKONAWOEL Kavéva CUPTTTWUA.Z 2

2.3. AuoTpo@IKA ToPPOoAUYWONG emdeppdiuon

3TN SUCTPOYIKN TTOUPOALYWSEN emMbepUOALON OL
MOoPOAUYEG oxnuaTtiCovtal o éva SOoUIKO OTOIXEIO TNG
Oepehiwdoug pepPpavng mou ovopddletal “lamina densa’
HeTaL NG “lamina lucida” kal Tou katwtepou S€puatog
¢ emdepuidac. H popen avtn mapatnpsitat oto 25%
TIEPITTOU TOU CUVOAOU TWV TEPIMTWOEWV.>??° Enpeddlel
To &€ppa Kal Ta vUxla Katl eKSNAWVETAL CLUVABWCG UE TN
yévvnon. MNMou@poluyeg Pmopei va epgaviotouv o€ OAO TO
OWA, OTO OTOUA, OTOV OlCOPAYO, OTA XEPLa, oTa MOdia,
SnUIoVPYWVTAG TTEPAITEPW TIPOPBARATA. XAPAKTNPLIOTIKO
NG SUCTPOPIKNG TTOUPOAUYWSOUC eMSEPUOAUONC gival Ol
OUAEG KO TA ONUASIA TTOU HEVOUV OTO CWHA aTTO TIG TTANYEG
Ol OTTO{EC EMOUAWVOVTAL, E ATTOTEAECUA TN CUCTOAN TWV
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apBpwoewv, TN cLVTNEN TWV SAKTUAWV TWV XEPIWV KAl TWV
MoSIWV, TN CUCTOAN TWV HEPBPAVWV TOU OTOUATOG KAl TN
OTévwaon Tou oloo®Aayou. Mmopei va gival KANpOVOUIKN e
évav urroTteAn 1 évav Kupiapyo tpomo. H kupiapxn Suotpo-
@K TTOPPOALYWSNG embepoOAuonN gival cuvnBwg NTTOTE-
PNG HOP®NG, AANA N Baputnta avdveTal pe TNV NALKia Tou
maidioy, €€ artiag Twv oUAWY, TNG CUCTOANC KAl TNS PAABNC
Tou 8éppatog. H umoxwpnTikr) SUGTPOEIKH TTOPPOAUYWONG
embepudAuon eival o coPapr Hop@r MopPoALYWSoUG
embepudAuonc Kal o Kivduvog va ep@avicouy ol acOeveic
TAAKWOEC KAPKIVWUA, TTOU €ival évag eMBOETIKOC TUTTOC
Kapkivou Tou 8épuatog, eival peydiog.>2%?

2.4. Mkt mop@oAuywdnc emdepuodiuon

H popen autri cuvavtdatal moAU omdvia Kal XapakKTn-
pietal amd pwTtogvaloOnaoia, TMolkINOSepUa Kal atpo®ia
Tou 8£pUaTOC, O CUVSUACUO UE TIG TTOPPOAUYEG TTOU OXN-
patiCovral émeita and TPAUVUATIONO.273%3" Ot mop@POANUYEG
MTTOPEi va OXNUATIOTOUV 0€ TTOANG emtimeda TnG BepeMirSoug
HepBPAVNCE | KATW amd TI¢ oTol3ddec TnG embepuidac.

O1 Té00epIg KaTNYopieg TNG MoU@oAuywdoug emdbep-
péAuonc Stalpouvtal Kal O€ TTEPAITEPW UTTOKATNYOPIES, UE
Bdon ta KAVIKA Kal Ta epyactnplakd eupnuata. OL téooe-
p1¢ Baotkoi TuToL prmopei va mapouctdlouv SIaKUUAVOELC,
amnd Amag péxpt Mol cofapng popenc. H mo cofapn
Hop®n eVOEXETAL VA gival akOun Kal Bavatn@opa, Kabwg
npoodaiovtal Sidgopa dOpyava TOU CWHATOC, EVW OTNV
NmMOTEPN HOP@I UITOPE( va UTTAPXEL EUBPAVOTOTNTA TOU
S€pUAToC KAl OXNUATIOUOG TTOUPOAUYWY, OANA OE TETOLO
BaBuod mou va €xel Hikpod 1} Katl KABOAOU AVTIKTUTIO OTNV
molotnTta (wng Twv matdiwv. 933

3.OEPAMNEYTIKH ANTIMETQNIZH

AvoTtuxwg, Sev untdpxel Bepareia yia ta maldid pe moy-
@oAuywdn emdeppoAuon Kal N OgpATEVTIKN AVTIUETWTIION
€ival CUUTTTWHATIKN UE TOTTIKA AVTIONTITIKN 1 KAl AVTIBIOTIKA
aywyn Kal ETIKEVIPWVETAL OTNV TTAPEUTOSION EPPAVIONG
EMITAOKWV Kal AOIMWEEWY, Ol OTTOIEC ATTOTEAOUV Kal TNV
KUpla attia Bavdatou. H xprion pouxwv pe HaAakn v yia tn
MHEiwon TNG avamtuéng TwV MTOUPOAUYWV Kal TNV armo@uyn
TPIBNAG N Xprion Tou KATAAANAOU evOUATOG avAloyd HE
TA XOPOKTNPELIOTIKA KAl TO ONUEIO TOU CWUATOG OTO OTIOIO
Bpiokovtal ol TOUPONUYEC, N XPrion KAatdAAnAwv urtodn-
HATWY, N EKTTAiISGEVON TOU IATPOVOONAEVUTIKOU TIPOCWTIL-
KOU Kal TWV PPOVTIOTWV YIa TNV TTApoxr TNS KATAANANG
PPoVTISAg, N PPOVTISA TWV TTOPPOAUYWV KAl TWV TIANYWV
Katd tn Sadikacia Tng évduong, N XPNOoN EMOUVAWTIKWV
Yla TIG TTANYEG KPEUWVY KAl N ATTOUAKPUVGON TOU UypoU
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Ao TIG TOUPOAUYEG Eival HEPIKEG ATTO TIG UTTOOTNPIKTIKEG
Oepamneiec.>?532-34 Eni mAéov, N mpooOrkn aAatiol oTo vepod
TIPOKEIPEVOU va SnuiovpynOei éva icétovo SidAupa yia to
prmavio Twv matdiwv cuPBANNEL oTn peiwon (a) Tng Xxpen-
oNG APHAKWY YId TNV AVTIMETWITION Tou TTovov, (B) Twv
Notuwéewy, (y) TNg ooung tou S€puatoc Kat (8) Tou mévou.
ATIOTEAECUATIKO OTN UEIWON TOU TTOVOU TTOL OXeTiCeTal PE
TO UMAVIO KAl TNV TIEPITOINON TWV TANYWV, TIPOKEIUEVOU
va PelwBei n mBavotnTa epupdviong kamolag Aoipwéng,
éxel amodelxOei kat to StdAvpa pe vepd Kat Aeukod EUSLOTN
owoTr avaloyia.>3*3 3 e oplOPEVEG TTEPUMTWOELG Eival ama-
PAITNTO TO XEIPOUPYEIO, OTIWG yia TApASelya dTav MPEMEl
va S1axwpPLoToUV Ta CUVTNYUEVA SAKTUAA 1} OTaV TIPETTEL VA
SlevpuvOei 0 olooPAYOC, WOTE va SieukoAuvOoLV Ta madId
otn Siadikacia Tng ANYnG tpoenc. Emi miéov, ta maidia
umopei va AapBdavouv avaiynTikd, OTTwE TTOPAKETAMOAN,
OTmOELSN, KN OTEPOELON AVTIPAEYOVWAN GAPHAKA, I KAl
TOTTIKA avaloOnTIKd, TTPOKEIUEVOU va avteneEENOouv oe
Stadikaocieg mou duvnTikd gival TOAU eMWSUVEG, OTIWG YA
mapddetypa n alayri pouxwv.

Emi MAéov, N YuxoAoylkr) uTTooTAPIEN TWV TAISIWV
HE mop@oAuywdn emdepudAuon €ival TTOAU GNUAVTIKH.
Yuyxoloyikég Beparmeieg Kal TEXVIKEG TTOU d@opoUV oTnV
anoomnaon (distraction), otn Snuioupyia vogpwy eIKOVWV
(visualization), oTnv glkovikr Tpaypatikotnta (virtual reality)
Kal otnv avanvon (breathing techniques) éxet amodeiyOei
6t ouvdpdpouy otn Slaxeipton Tou Mévou, Kabw¢ Kat oTn
peiwon Tou dyxouc. MNa ta maidid, évag TpOToG andomaong
YO TOV HETPLACHO TOU TTOVOU €ival Kal N EvaoXOANon UE Ta
tablets ry Ta video games.?” H kowvwviki kal n cuvaiodn-
HaTIKR UTTOOTAPLEN ATTO TNV OIKOYEVELD, TOUG PIAOUC, TOUG
€181KOUC Kal TNV Kolvwvia YEVIKOTEPA gival KAOOPIOTIKNAG
oNMaciag, WoTe va UmopéoouV Ta TTaldIA e To@oAuYwdn
embeppdAUoN va SlaxeIPloTOUV TIG OTTOLEG PUXOANOYIKEG
EMMTWOELG EMPEPEL N A0OEvVelq, KABWC TPOKEITAL yia pla
Xpovia mdbnon.’>'®

4.MOIOTHTA ZOQHZ

Ale€NXON pia cuotnuatikn BiBAOYpA@PIKH AVAOKO-
mnon otn Bdon dedopévwyv PubMed éw¢ Tig 31.3.2019,
XPNolpomolwvTag TiG e€QG Aé€eig-kAeld1d: “Child”, “children’,
“quality of life”, “epidermolysis bullosa”. BpéOnkav gvvéa
UENETEG,>410121719.27.3639 g1 omoieg eKTIMAONKE N TToldTNTA
CwN¢ Twv MadIWV PE TToPPOoALYWSN embepUOALON Kal
mapouactdlovtal GUVOTITIKA oTov Tivaka 1.

O mévte peléteg ekmovriOnkav otnv Evupwrn (8Vo oto
Hvwpuévo BaoiAelo,’*? §0o otnv Itahia’@? kat pia otn MaA-
Aia’”), ot dvo die€nxbnoav otig HMA,>'? n pia otn Bpalihia?
Kal N pia amd kool otn Poupavia kat otnv Oukpavia.*

A. OPATKOY kat ouv

‘'ONEG Ol HENETEG NTAV OUYXPOVIKEG, YEYOVOC TTOU ONUAiVEl
OTL KATaypAPnKe N MAnpo@opia yia Tnv motdtnta {wng
TV TAISIWV OE U0 CUYKEKPIPEVN XPOVIKH OTIYHN XWPIG oL
€PELVNTEG VA TTapakoAouBricouv Ta maitdid katd tn Sidpkela
¢ (wng Toug. EE artiag Tng ommdviag epgpaviong tng vooou
Ol HEANETEG €ixaV HIKPO aplOuo maidiwy, Tou Kupaivovtav
amo 14-93. X €1 peNétec® 072792739 epihapBavovTav maidid
OAWV TWV TUTTWV TTOPPOALYWSOUC eMEEPUOAUONC, EVW OE
TPEIC MEAETECH 38 mephapBAvovTay TaIdId KATTOIWYV TUTTWV
NG vooou.

3 € ONEG TIC UENETEH#101217,1927,3839 y s GluoTTOINONKE éva
YEVIKO £PWTNMATOAOYLO VIO TNV EKTIUNON TNG TOIOTNTAG
CwN¢ TwV MASIWV HE TTOUPOAUYWSN eMSEPUOAUON, LE TTIO
OUXVA XPNOILOTIOIOUUEVA EPWTNUATOAOYIA TO “Dermatology
Life Quality Index"'”27353? ko to “EuroQol 5 Dimensions”.%"
Emi mAéov, og 800 peréted® xpnotpomolndnke to e181kd
yla TNV MopgoAuywdn embepuoAuon EPWTNUATOAOYIO
“Quiality of Life Evaluation in Epidermolysis Bullosa’, evw
o€ SU0 HENETEC?T” PN OIMOTIOINONKAV OTITIKEG AVAAOYIKEG
KA{MOKEG yla TNV EKTIUNGCN TOUL TTOVOU.

Ta maidid pe mop@oAuywdn emdepudALON AVTIMETW-
miCouv TOOO CWHATIKA 6CO0 Kal YuXoAoyikd TTpoARaTA
AOYW TNG VOOOU, LIE ATOTEAECA N TTOLOTNTA TNG (WG TOLUG
va gival mtwyn>#707217.1927.3839 ka1 onUAVTIKA XEIPOTEPN OF
oxéon 1600 pe Ta vyt madld’? 600 Kal Pe TouG eVANIKEG
TTOU TTAOYOUV aTTO TN GUYKEKPLUEVN vOo0."%"? Ta maidid pe
mou@oAuywdn emdeppdAuon avtipetwnifouvv cofapd
TPORAAMATA OKOUN KAl UE TIG KAONUEPIVES TOUG SpaoTn-
PLOTNTEG, OTTWG XPHON TOVAAETAG, ARYN TPOPNG, UITAVLo,
VTUOIO, TIPOOWTIIKN TIEPLTTOINON, TTEPTTATNMA.'?7738 AKOUN
Kal anmAéG KaBNUEPIVES SPacTNPIOTNTEC, OTIWG TI.X. N YPAPT,
T0 Avolyua evég Bdadou pappeAddag, To KOUUTIWHA TOU
PEPHOVAP EVOC TIAVTEAOVIOU, TO KOUUTTWHA KOUUTTIWV K.4.,
uropei va mpokaléoouv Suokolieg og mdoxovta matdid pe
mo cof3apn popen TG vooou.?

I8laitepa onpavTikd kat cuyvd gival kat Ta TPoBArua-
TA OTIC CWHATIKEG SPACTNPEIOTNTEG TWV TTAISIWY, KABWC
n vooocg meplopilel ouolaoTikd Tn SuvaTtdTNTA TOLC Yia
ABAnon Kupiwg Adyw Tou TOVOU Kal TWV TTPORANUATWY
TIOL TIPOKAAE(L OTIC TTOAAUEC Kal oTa TTEAaTA.>738 O mdvog
€€ AANov gival ouxvog ota maoyovta matdid Kal opeiletal
KUPI{WG OTIC TTOPPONVYEG, OTA OXIOIHATA TOU SE€PUATOG Kal
otV aAAayn Twv pouxwV, 08NYWVTAG CUXVA Kal OE ATTOUCIES
anod 1o oxoAgio.’"”

EkTO¢ amd ta cwpatikd mpofArjpata, ta madid pe
Mou@OoALYWSN embgpudAUCh AVTIMETWTTI(OUV CUXVA Kal
YUXOAOYIKA TTPOBAR HaTA.”?738 AvaAUTIKOTEPQ, Ta TTACXOVTA
madid ailoBdavovtal cuyxvd ENAelpn avtomemoiOnong Kat
OAPN ANOYyw TNG €EWTEPIKAG TOUG EUPAVIONG, YEYOVOC TO
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MNapamounn Xwpa

Eidog
HEAETNG

'Evog Ap1Bpocg
Siefaywyn¢ maidiwv

Tomog MNE

EpwtnpatoAdyio
£KTiHNONG TNC
mootntag {wng

AmoteAéopata

Fine
etal”

Eismann
etal®

Horn
Kat
Tidman?®

Brun
etal”

Tabolli
etal”

Margari
etal”

Cestarietal*

Chernyshov
etal”

Angelis
etal

HMA

HMNA

Hvwpévo
Baoilelo

TaMia

Itahia

Itahia

BpaQinia

Poupavia
Ka
Oukpavia

Hvwpévo
Baoilelo

SUYXPOVIKN

JUYXPOVIKA

JUYXPOVIKA

ZUYXPOVIKA

JUYXPOVIKA

JUYXPOVIKA

JUYXPOVIKA

SUYXPOVIKN

JUYXPOVIKA

1998-1999 51

2014 71
2002 60
2015-2016 27
2008 46
2010 14
2016 40
2018 20
2011-2013 93

‘OMot ol TUTTOL

‘OMot ot tOmoL

AR,
SuoTpo@Ikn
Kat oofapn
Hoper

ATAR

‘OMot ot TOmoL

‘OMot ol TuTTOL

AR,
OUVSECHIKN
Kal
SuoTpoPIKNA

‘OMot ol TUTTOL

‘OMot ot TOmoL

(a) Measuring health:
A guide to rating scales
and questionnaires, ()
KAipaka agloAdéynong tou
miévou amd 0 (kaBdAou mmo-
voG) €wg 10 (avuméQopog
mévoq)

(a) ABILHAND-Kids ques-
tionnaire, (8) Quality of Life
in Epidermolysis Bullosa

Dermatology Life Quality
Index

(a) Face, Legs, Arms, Cry,
Consolability Question-
naire, () Faces Pain Scale,
(y) Pain Questionnaire of
Saint Antoine, (8) Neu-
ropathic Pain Diagnostic
Questionnaire, (€) Hospital
Anxiety and Depression,
(ot) Dermatology Life
Quality Index, (¢) Visual
Analog Scale for pain

EuroQol 5 Dimensions

(a) Disability and the Fam-
ily Assessment Form, (f3)
Child Behaviour Checklist
Preschool-Age form, (y)
Schedule for Affective Dis-
orders and Schizophrenia
for School-Age Children-
Present and Lifetime Ver-
sion, (6) Dermatology Life
Quality Index

(0) Quality of Life in Epider-
molysis Bullosa, (3) Derma-
tology Life Quality Index

Dermatology Life Quality
Index

EuroQol 5 Dimensions

To mocootd Twv maidiwv pe AME kat KAME
mov Tav avedpTnTa Kal autoe§UINPETOU-
Heva oTIC KaBNUEPIVEC 5paoTNPIOTNTES,
EKTOG aTT6 TO TIEPTIATN A, NTAV >90%, EVW
ylata maudid pe XME kat YAMNE ftav 39-73%.
To 14-19% Twv maudiwv pe AME, XME kat
KAMNE diAwoav mévo >5 Kal To avTioTolKo
m0000TO yia ta maudid pe YAMH fitav 32%

H ooBapdtepn popen MNE oxeTi{Tav pe xel-
POTEPN AEITOUPYIO TWV XEPLWV KA AKONOU-
0w e xelpotepn MZ. Ot SpaoTnEIOTNTEG
HE TAUTOXPOVN XPHON TWV XEPIWV KAl TWV
SaKTUAWV Katl ot aBANTIKEG SpaoTNPIOTNTEG
ATav SUOKOAEC yla GAOUG Toug TUTTOUG. Ta
naid1d pe KAME giyav kautepn MZ.To umd-
VIO Kal 0 Iévog oxeTiCovTav pe xelpdtepn NZ

Ol oNUAVTIKOTEPOL TTAPAYOVTEG TTOU ETTN-
péalav apvnTika tnv MNZ (a) ota maidia pe
AME ATav 0 Kvnopo¢ Kat o movog, (B) ota
naidid pe AZME Atav n ENeWn autonenoi-
Onong kat n BAiYn mou éviwBav &€ artiag
NG EEWTEPIKNG EUPAVIONG, O TTOVOC Kall N
aiobnon kvnopou, Kat (y) ota maudid pe
YAME ATtav ol TePLoPIoPEVEG ABANTIKES
SpaoTnplotNTEg

O oXNUATIOUAG TTOUPOAUYWV Kal OXIOIHA-
Twv Tou oxnuatiovtav Sima oTiG UOaNi-
6€¢ (94%) kat n Sladikacia Tou vIuaipatog
(53%) yTav ot mAéov emimoveg. To 76% Twv
maldlwv avépepav OTL o mdvog ennpéale
v motdtnTa (WS TOUE, EVW T 56% avé-
@epe 0Tl éviwBav Aurmpéva. To 52% Twv
TadWV avaykAoTnKe va TIEPLOPICEL 1 KAl
va SI0KOWEL TIG OWHATIKEG SPACTNPIOTNTES
AOYW TOU TOVOU, TO 68% £MpETe val POPAEL
€181kA TamoUTola, To 36% Gev EVXAPLOTIO-
Tav i SlaKoméq 1 ixe mpoPAnuata oto
oxoleio €€ artiag Tou mévou kat 1o 52%
AVTIHETWTTIE SUOKOMIEG LIE TOV UTTVO, AOYW
TOU TIOVOU

Ta maibia Biwvav mepioodtepo movo and
TOUG EVAAIKEG Kall 0 TIOVOG emnpéale TepLo-
006TEPO TNV MoLdTNTA (WG TOUG

To 79% twv madlwv gixav Kamoto Yuyla-
TPIKO IPOPANUA, OTIWG TO AyXOG TOU aTfo-
XWPIOHOU, ot KATaONTIKEG SlaTapayEg, To
YEVIKEUHEVO AYXOG, TO KOIVWVIKS AyXoG K.4.

H oofapdtepn popen MNE oxeti{dtav pe
Xepotepn Mz

To 70% Twv madiwv avtipetwmdav mpod-
BANua pe Tov Kvnopd, To 65% avtideTwmle
mpoPAfiHaTa OXETIKA pe T Bepaneia, To
55% eixe MPOPARUATA LE TV KEVWON TOU
evtépou, evw T 11,8% Twv madwv gixe
mpoPAuata pe Ta umodripata

HNZ twv nadwv pe MNE Atav xelpdtepn oe
oxéon pe Ta vyl madia

ME: NopgpoAuywdng emdeppoiuon, AME: AA mopgoAuywdng emdepudAuon, KAME: Kupiapyn Suotpo@ikr mop@oluywdng emdeppoluon, ZME: ZuvOEOUIKY TTOP@O-
Auywdng emdeppoiuon, YAME: YroxwpnTikr Suotpo@ikh mopgoluywdng emdepudiuvon, NZ: Mowdtnta {wirig
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omoio emnpedlel apvNnNTIKA KAl TNV ToloTNTa TNG (WG TOUG.
Eni mAéov, Ta mdoxovta maidid atcfdavovtal pia al\ayr o€
oxéon Me Ta vyl Maldld, VW O OPIOUEVEG TTIEPITTTWOELS
SéxovTal Kal apvNnNTIKA OXOALd Yla TNV EUPAVIOT TOUG Ao
Ta urmoorma matdid. X€ BapUTEPES TIEPITITWOELG, TA TTAdIA
UE TN VOOO BLwvouv XEIPOTEPEG YUXONOYIKEG KATAOTATELG,
OTTWG T1.X. KATAOAITTIKEG S10TAPAXES, YEVIKEUUEVO AYXOG K.A.

Oplouévol mapdyovTeg emiteivouv tTnv motdétnta (wrig
TWV MTASIWV PE TTOUPOAUYWSON embeppoAuon. Mo cuyKeKPI-
péva, n Baputepn Hop®r TG voOoou,*# o évtovog movog,>'%38
0 KVNOMOG,*4*? kKaBwg Kal ot SUOKOAIEG OTO MITAVIO® KAl OTN
AMYN tpoen ¢ oxetiCovtal Ue XelpoTePN MoloTNTA (WNAG.

5.ZYNOWH

H mop@oAuywdng emdepudAvon ota maidid gival pia
omdvia voooG e PEYAAN TTIOIKINOOP®Ia 0TNV KAVIKN EIKOVA,
TTIOU CUXVA TTPOKAAE( COPBAPA CWHATIKA Kal PUXOAOYIKA
mpoBAApaTa, eMOEIVWVOVTAC £€TOL TNV TTOLOTNTA (WG TWV
matdlwv. Emi mAéov, n @povTida yla TNV Ikavoroinon tTwv
KAONUEPIVWV AVAYKWV TWV TTACXOVTWV TAISIWV €MNPEA-
Ce1 Ox1 poévo Toug idloug Toug acBeveic, alA Kal Ta péEAN
NG olkoyévelaq. I8laitepn mpoooyn amaitei n Staxeipion
TWV TANYWV TwV Taidiwy, Adyw Tou avénuévou Kivéuvou
gppaviong Aolpwéewv. Emiong, n ducavedia Tou dépuatog
KOl N AVETTAPKNAG EMAVEMIONAIWON TWV TPAUUATWY UTTO-
pei va odnyrnoouv otnv avantuén Xpoviwv GAeyHOVWV.#

A. OPATKOY kat ouv

H ekmaidevon Twv HEAWV TNG OIKOYEVELAG Eival amapaitnTn
yla Tn owoTrH TEPUTOINON TWV EMWSUVWV TTOUPOAUYWV
Kal Twv MAnywv. Ekmaidevon amaiteital €€ dA\ou kal otnv
€pappoyr SlapopwyV TEXVIKWY yld TNV aAlayr pouxwv. H
Stadikacia Tou vruoipatog sival pia emwduvn Kal SUCKOAN
Sladikaoia, kKabwg xpeldletal ISlaitepn TPOCOXH TTPOKEIE-
vou Tto mradi va atoBdvetal tov eAdxloto duvatd moOvo Kal
Va NV algoppayrioouyV ol TANYEG A KAt va pn oXNUATIoTouV
VEEC TIOUPOAUYEC.

T NUAvVTIKA €ival Kat n YuxoAoyIKr urtoo T PLEN, OXt HOVO
TwV Mad1wy, aAAd Kal TWV LEAWV TNG OIKOYEVELAC, TIPOKEL-
pévou va avtemeEENBOUV OTIG PUXOAOYIKEG ETTIITTWOELG TTOU
o@eilovtal otnv acBévela. H dpeon kat cuyxvr emagpn Pe
e€e1SIKELUEVOUC PUXIATPOUG Kal PUXOASYOUG YA YUXOAO-
YIKA utooTAPIEN pmopei va apBAUveL To cuvalcONUATIKO
POPTIO TWV TTAISLWV KAl TWV OLKOYEVEIWV TOUG Kal VA [BEN-
TIWOEL TNV TTo1OTNTA (WAG TOUG.

Ta televtaia £€tn avfdavetal o aplOpdC TWV HEAETWV
mou SlEpeuVvVoLV TNV ToloTNTA {WNG TWV TTALSIWV UE TTOM-
@oAuywdn emdeppodiuon. Ev touTolg, n omavidtnTa TNG
vooou kabiotd Sduoxepn tn Sie€aywyn HEAETWV UE LEYANO
aAp1OuS cUPUETEXOVTWY, OTTWG TTiONG TN SlEPEVVNON TWV
mapayovIwyv mou emnPeAfouv TNV moldTNTA {WNG. ZUVETTWG,
ATAITOUVTAL TTEPIOCOTEPEG MENETEG Kal IOIAITEPA UENETES
mapakoAouBnong yla tn Staxpovikn mapakoAouOnon
TWV TTAOYXOVTWV TTAISIWV KAl TNV KOAUTEPN EKTIUNON TNG
motétnTag (WNG TouG.
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.............................................................................
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The quality of life of children with epidermolysis bullosa
D. FRAGKOU,' V. DIMOUTSI,? P. GALANIS'
'Center for Health Services Management and Evaluation, Department of Nursing, National and Kapodistrian

University of Athens, Athens, 2Department of Heart Attacks, “Sismanogleio” General Hospital of Attica, Athens, Greece

Archives of Hellenic Medicine 2020, 37(3):315-322

Epidermolysis bullosa is a rare genetic disease, with skin fragility and bullae as the main signs of the disease. Today,

the number of patients with the disease is estimated to be 30,000 in Europe and 500,000 worldwide. The types of

epidermolysis bullosa are simplex, junctional, dystrophic and the Kindler syndrome. Children with epidermolysis

bullosa face various physical and psychological problems, resulting in poorer quality of life compared with healthy

children. They have problems in their everyday life, including as eating, dressing, bathing, writing, walking, etc.

Increased disease severity and pain, itching and difficulties in bathing and eating are related to reduction in their

quality of life. Unfortunately, there is no definitive treatment for the disease, and only symptomatic measures can be

applied, such as local antiseptics, smoothing creams and antibiotic therapy in the case of infection. The main aim of

the treatment is to ease the symptoms and to reduce complications, including infection. Psychological support of

children with epidermolysis bullosa and their families is very important. Methods such as distraction, visualization,

virtual reality and use of breathing techniques can help to decrease the children’s pain and anxiety.

.............................................................................

Key words: Children, Epidermolysis bullosa, Quality of life
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