HHOOPMAIIUA 3A:

HaumeHonanue Ha 320019BaHETO

BYJIO3HA ENMUJEPMOIJIM3A

OnpejeneHne Ha 3200/19BaHETO

byao3na cnuaepmonnsa (EB) e TepMuH, U3N03BaH 3a ONMCAHHE HA IpyINa I'€HETUYHO-
o0ycnoBeHn KOXHM 3a00JiiBaHHS, KOMTO c€ MpOSBABaT C MEXYypHU BBPXY KOXara MU
JIMTaBHIMTE, BH3HUKBAIIM ClIe[ HE3HAUMTeJIeH HAaTUCK U TpueHe. TexecTra Ha NpOsSBUTE
Bapupa o1 ciaba Be3WKylamus 10 OOLIMPHO MpOsiBEHO (opMHpaHe HAa MEXYpH, €pPO3HH,
pa3si3BsBaiMsg U TeXKH JehopMallli Ha NPBbCTUTE Ha KpalHUIUTE. 3a00sBaHETO NMPOSABIBA
TEHICHIM$ KBbM BJIOIIaBaHe B JieTHUTE Meceud. C XoJa Ha BpeMETO NAllUEHTUTE MOTraT
YyBCTEMTEC. THO JIa OrpaHHYaT CBOMTE BB3MOXKHOCTH B pe3yiaTaT Ha Oonectra. Mexypure
TIpPUYMHSABAT HeMpekbcHaTa Oonika M auckoMoprt. Te morar na orpaHumuar couuaiHara
aKTHBHOCT ¥ KOHTakTH Ha nanuentute ¢ EbB, ocobeHo xoraro ce 3abens3BaT OT OKOJHHUTE H
yBpeXXIaT BHHINHMS BHJ, IBH)XXEHHE, XpaHEHe, KOHTAKTU. Epo3uute o3npaBsiBaT 6aBHO M
YecTo OCTaBsT Oexner cient 3a3]paBsBaHETO CH.

IlaTorenesa

ObpasyBariero Ha Mexypu npu nanueHTHTe ¢ EB ce ObIKH Ha IeHETHYHO 0OYyCIOBEHH
nedeKTH B CTPYKTYpUTE Ha eNMUIEepMHUca, AepMOENHAepMallHaTa IpaHUYHa 30Ha M JepMara.
ITpu 3apaBM WHAMBUAW CBBP3BAHETO MEXKIY KIETKHTE B TE3M CIOEBE €€ ABDKH Ha
MEXIYKIEThYHH JIECMO30OMHH KOHTAaKTH, aJX€3MOHHH MOJIEKYIM M eKcTpallellyJapHu
MatpukcHu mnporeuHu. Ilpu Oomrmre ¢ EB nopaam renmetmuna mytamms (12ql1-ql3
xpomo3zomi nipu EB-simplex, 1925-q31 xpomo3oma - EB junctionalis, 3q21xpomo3oma - EB
dystrophic 1) Te3u aAXE3MOHHU MOJIEKY/IM H NPOTEHHH (KEpAaTHH 5, KepaTHH |4, JaMHHHH,
WHTErpHH, KojareH IV, konaren VII) ca mpoMeHeHM UM HAIbIHO JIMIICBAT KOETO 00ycCIaBs
ro-ciaba BpB3KAa MEXAY KIETKUTE B CIIOMEHATHTE CJIOEBE M Pa3KbCBaHE Ha




MEXIYKJIEThYHATE KOHTAaKTH, CHOMpaHE Ha TbKaHHA Te4HOCT W (OpMHMpaHe Ha
pa3HOEaHOpeHH MEXYPH.

Kannnun)a gopmu
B 3aBECHMOCT OT HUBOTO Ha KOETO ce 00pa3yBaT MEXypHTE c€ pa3aHyaBar 3 rjaBHH
KJIHHHYHI ¢dopMH Ha 3a60.19BaHeTO

O6uxnoBiHa bysno3na Ennaepmonnza (EB simplex) — B o6nactra Ha 6a3ajiHus cjioi Ha
eTHIEPMUa

I'panuun: Byaozna Emuaepmoansa (EB junctionalis)- B o6nacrra. Ha nepmo-
enuepMaliHaTa rpaHiyHa 30Ha (lamina lucida 1 3akoTBAIINTE PHIAMEHTH)
Jucrpodrrana bysosna Enunepmomnsa (EB dystrophica) — non nepmo-enuaepmannara
rpanmiia (1 061, Ha sublamina densa - 3axoTBsIMTE GUOPHIH).

KJINHU1HHA MSICTO HA OBPA3YBAHE HA AHTI'A’KUPAHU
DOPMHU MEXYPUTE CTPYKTYPH

EB SIMPLEX basanen enuaepManex CJIOH JECMO30MHHU MEXAYKIETD
( mpocTa popma) ( MHTpaenuAepMAaIHO) KOHTaKTH

EB JUNCTIONALIS [lepMo-enuaepMalHa TIpaHHYHA 30HAa XEMHUIECMO30MH,  3aKOTBS
(rpanauHa dopma) (Lamina lucida) dbunamMeHTu

EB DYSTROPHICA
(mucTpoduuna
popma)

JlepMo-enuiepMaiHa TpaHUYHA 30HA

: 3aKOTBAIM HHOPUIH
(sublamina densa) i Gubp

Tpute octoBHHU (opMH Ha 3a00JISIBAHETO C€ MOAPA3AEIAT Ha rojsaM Opoi BapuaHTH (IIO3HATH
ca 23 pas;munu cydoruna EB), Bapupamu ot neku 10 MHoro Texku. [Ipu no-nexurte gpopmu
Ha 3a00J1s BaHETO MeXypu ce oOpasyBaT caMoO BbpXy AJIaHWUTE M CTbllajaTa, a OpU MO-
ceprosHATe GOPMU - BbPXY KOXKaTa Ha I[JIOTO TAJIO M JOPH IO JIMFAaBHLMTE HAa YCTHaTa
KYXHHA, I'bpJIOTO M XpaHompoBoaa. Ilpu 3apaBu xopa Mexypu ce oOpa3yBaT camo Hpu
3HAYMTENEO TPUEHE BBPXY KOXKara (HalpyMep BBpXYy NETUTe cile]] MO-IbIra pa3xoika ¢
HeynoOHu oOyBku). [Ipn nanuentute ¢ Eb Mexypu mMorar na ce o6pa3yBar IIpH H3BbpLIBaHE
Ha CBhBCEM OOHMKHOBEHH [BHXEeHHMS (00JMYaHe HA JpexuTe, NajaHe, NPU HE3HAUUTEIHO
TpueH: ¥ Haruck). Cren cnykBaHe Ha MeXypuTe, NPUAPYXKEHO OT 00jKa, ce OTKpHUBaT
IIHPOKH CPO3MBHH TMOBBPXHOCTH, KOMTO Ca IIOCTOSIHHA BXOJHA Bpara 3a HHQEKIHH.
VYnuaciens Bane Ha byJsosnara Enugepmonnsa

IToHacTOSIIIEM € M3BECTHO Y€ CHLIECTBYBAT JBa THUIA HA yHAcjeAsdBaHEe Ha 3a00yIIBaHETO —
ABTO30MHO-JIOMHHAHTEH M aBTO30MHO-peniecuBeH. Camo npu eauH ot cyOtumoBete Ha Eb
simplex 3100;sBaHeTO Cce MpelaBa B IOKOJEHHATA IIOJIOBO CBBP3aHO C X-XpPOMO30OMAaTa.
Jlomunanten Ten Ha yHacienssaHe: JloMuHaHTHa (opMa Ha yHacie[asBaHe O3HauyaBa, ue
enuH ot poauTenure Ha OomHO ot EbB xere, crpaga ot cemara ¢opma Ha EbB. Illancst
3a00JBanEeTO Ja ce Mpeajie Ha cieaBamoTo nokoneHue e 50 % 3a Besko nete. lenara obaye
HMar ChUIO 51 50 % LIaHC Ja Obaar HaITbJIHO 3/paBH.
PeriecaBerl THI Ha yHaclensBaHe: IIpu pellecuBHHMsS THUII Ha YyHacle[siBaHe M JBaMara
POAMTENHN ca 37ApaBH, HO Ca HOCHUTEJIM Ha pellecUBeH 0oJecTeH reH, 3a KOMTO Hali-uecTo He
3HaAT, Aoxaro He ce poau 6oyiHo ¢ Eb nere. Ilpu To3u THI Ha yHacneasBaHE BEPOSTHOCTTA 3a
paxmaneto Ha aere ¢ Eb e 25 %. 3apaBu nena, KOMTO ca HOCUTENIH Ha OOJECTHHS I'eH 3a
EBH, me ce poasr ¢ 50 % BeposSTHOCT U B 25 % OT ciydauTe 1€ CE€ POIAT 3[paBH JAECLA,
KOMTO H¢ HOCAT W HAMa Jna npedanatr OojecTHHUS Ie€H B CIEJBAlIOTO [OKOJIEHUE.
Haii-o6mic: MOXXe a ce Kaxe 4ue NMpH AOMHMHAHTHUS THII Ha YHacJeAsBaHE CUMIITOMUTE Ha




3a00JISBaH 3TO KATO I[AJI0 Ca MO-MAJKO TEXKH OT Te3M IIPH PELIECHMBHUS THII YHACJICASIBAHE.
Toga HpaBH BCEKH NanueHT c Eb YHUKAaJIEH.

KJIMHHYH]1 CHMIITOMH HA 3200/15BAHETO
Bynosnara EnupepMonu3a MOXe Ja ce NPOSBH ¢ pasidyHd cumnromu. W mpu Tpute
KIMHM4YHA QOpMH - MpocTa, rpaHuyHa ¥ auctpoduyna - EB simplex, EB junctionalis, EB
dystrophici, 3a60JIIBaHETO c€ NpPOSBABA HEMOCPEACTBCHO MK CKOPO CJEA pPaXKAaHETO C
oOpasyBarz Ha MEeXypH, Bb3HUKBAILH CIIOHTAHHO HJIM II0-Y€CTO - CJIE] MPUJIOKEH HATUCK U
TpaBMa. B HAKOHM ciy4ad TO MOXe Ja 3allo4He [0 5-Ta rOJMHA OT XMBOTA. MHOXeCTBOTO
MEXYpH M DAHH IO KOXKaTa U JIMTaBULIUTE Ca OCHOBEH CUMITOM Ha Eb M M3KCKBaT €XeTHEBHH
rpuxy. Te npuunHsBarT GONKa M NPEACTaBIABAT OTPOMEH TOBAp 3a MAIMEHTa M HErOBUTE
Gauskn. 3:. EB simplex e xapakTepHO 4e MEXYPHTE €a €IMHHYHH, TOBBPXHOCTHH M 3apacTBaT
Oe3 Genesn. [Iporrosara e nobpa U TexxecTTa Ha 3a00/19BaHETO HaMalsBa ¢ Bu3pacTra. EB
junctionalis u EB dystrophica ce xapakTepu3upar ¢ o0pa3syBaHe Ha LIMKAaTpHKCH /Oenesu/ Ha
MecTara Ha IMpeAlIecTBalld epo3uu. B ciydail, ye NpbCTUTE HA PBIETE HE C€ MPEBBP3BAT
TNIOOT/ACIH( T€ CPacTBAT MO MEXIY CH a cie] ToBa ce KoHTpaxupaT (cBHBart). [loctenenno
GonHuTe I'yOAT BB3MOXKHOCT Ja XBallaT M TOBAa CHJIHO 3aTpyJHsBA OOCIIYyXXBAHETO HM.
IToctosHuA GoJika M CTpaJaHKe NMpUApY* aBaT OOJHUTE OT paXKJAHETO JO Kpas Ha )KUBOTA.
Topa npe M3BHKBA TEXKH MNCHXHUYHH, MEIAMIMHCKA U COLMAIHU INpobiieMu ocobeHo B
JEeTCKaTa 4 THHHEHIKBbpPCKaTa BB3PACT, KOraTo 3a MJQJHTE XOpa € MHOTO TPYAHO Ja ce
IPUMYIPAT ¢ Hemactheto cu. Cepuo3HO YBpeAEHHAT BBHIIEH BUJ CHJIIHO YrHETABa OONHHMTE,
BOJAM [0 IHENPeCHH, HE MO3BOJSABA Ja JKUBEST KaTo OOKpBXKAaBAlIUTE TH 3JpaBH Xopa.
Bonecrra :1porpecupa 10 TEXKKH YCIOKHEHHUS IIPH HEMOAXOIAINO [IPOBEKAAHO JIEUEHHE TIPH
qucTpodu 1HATE GOpMH Ha 3abosisBaHeTo. IIpH manueHTHTE C TpaHMYHA M JAHMCTPOPHYHA
(opMa, 0CBEH KOXKaTa ce 3acsraT ¥ JIUTaBUIHTE - Ha yCTaTa, (papuHKCa, HOCA, KOHIOHKTHBHTE
¥ XpaHOIT} 0BOJIa, KHJIETO MEXYPUTE M €PO3UUTE MOraT Jia IpeAU3BUKAT OO0JIKa U 3aTpyIHEHHE
B INpHEM:HETO M YCBOSBAaHETO Ha XpaHaTa, B JAMHIaHETO M 3peHHeTo. Jlesuure B
MEXAYy3bOHUTE MPOCTPAHCTBA, OKOJIO aHyCca M B ypHHApHHS TPaKT BOAAT A0 3HAYMTENEH
smckomdopt. [Ipu Hakon Texko OOTHU MOXE J1a ce CTUTHe [0 OOJMTepHpaHe (CpacTBaHe) Ha
XpaHOUpoBoJa , KOETO Hajlara XpaHEeHeTo J1a MPOAB/DKH ChC CTOMalHa coHAa. OnmcaHute
SBJIEHMAS BOOAT A0 (H3HuYecKko u3TolleHHe. Texkure auctpodudnu ¢popmu Ha Gosecrra ce
CBIIPOBOX AT OT 3acAraHe U Ha KOXKHHUTE MPUAATHIM — oNlaaaT 3b0MTe, KocaTa € pa3pe/icHa H
THHKA, HOKTHTE Ha pblleTe M Kpakarta yurcBar. Mexypute u npu Tpute ¢opmu Ha Eb
TIPUYUHSABAT paHu 1%} paHeBU UHQEKINH, 6omnka u ChpOex.
Bonkara € xapakTepeH MOCTOSHEH NpH3HaK Ha 3abossBaHeTo. [IpuynHa 3a Hes ca nosBaTa H
CTYKBAHET0 HA MEXYpHUTE BbPXY KoXkaTa U quraBuuute. Koraro ca 3acernaTu JMraBMIUTE Ha
ycTata, (ipHHKCa M XPAHONPOBOAA , MAllMEHTUTE ChoOLIABaT 3a IMpOHM3Bala 0OoJKa IpH
nperrbinade, npu GuUKCHpaHe Ha €3UKa B ycTaTa, IOYMCTBaHE Ha 3p0uTe. OOpa3yBaHeTO Ha
MEXYpH ¥ €po3uM B 00JiacTTa Ha aHyca BOAM 10 Oonka npu aedekanus U QyHKIMOHAIHA
KOHCTANAlKs. J[BHKEHHSATa Ha NAlUeHTHTe ca O0Ne3HeHH, TOpaay KOHTPAaKTypy Ha IPBCTHTE
W TO-TONeMHTE CTaBd. JlMIicaTa WM HENBJIHOTO pa3BUTHTE Ha HOKTUTE 3aTpyAHSBA
xBauaHeT). JIecHO ce HapaHsBaT BBpPXOBET€ Ha NpPBLCTUTE. J[BHXKeHHATA IIpH XOJEHE ca
0co0ed0 Doyie3HeHH, KOoraTo oOpa3yBaHHTE MEXYypH 3acsiral IOpPBCTHTE Ha Kpakara H
cThNaIaTd, BBPXY KOUTO naaa 7§ Hsiara TEXKECT Ha TSJIOTO.
OT mpakT4KaTa € M3BECTHO 4e 3a3J[paBSBAHETO HA BCEKM MO-OOLIMPEH KOXEH JedeKT e
CcbmpoBoJicHO OT cbpbex. Ilanmenture ¢ Eb crpagar oT pa3snuyHO HHTEH3UBEH, HO
IIOCTOAHE! ChPOEXK BhPXY MecTaTa Ha 3a3/ipaBsBamiute paHu. Tam koxara e arpodudna cyxa
u ThHKa. |Ipe3 Hes mpo3upaT KPHBOHOCHUTE CHJIOBE, MOAKOXHATa MaCTHA ThKaH € OCKb/HA.
ToBa Bax1 ocoOeHO 3a GonHKTe ¢ AucTpoduuna ¢opma Ha EB, xouro onpenensat cbpbexa
KaTo "BIIy,IdBall’ W CMYIaBall chbHs WM. PazdyecBaHusATa 4eCcTO BOAAT 10 0Opa3yBaHe Ha HOBH




MeXypAa U €pO3HUH.
Ilpu Bcnuin Thnose EB ce HabmonaBa koHcTUNanus. Ts 4ecTo 3amoysa ciell obpasyBane Ha
Mexypd M 0OJie3HEeHH €pO3MH OT TBBPAU HU3NPaXKHEHWs B aHalIHMs peruod. Jlumcara Ha
JIOCTATHYHO LENyJO3HA XpaHAa W C€H3MMHHM HapylIeHHs BTBLPIAABA H3IIPAXKHEHHATA.
(O6MKEOBE 10 Ollle B paHHA BB3PACT jelara OTKpUBAT 4e AedeKaruara UM € OOoJNe3HeHa U s
u36srear. ToBa MocTaBsl HA4ajJoTO Ha €IuWH MopodeH kpbr. KoHcTHnanusTa € cBbp3aHa C
GOJIKa M K 3M10J3BaHETO Ha OOJIKOYCITOKOSABAINK CpeACTBa (ONMUaTH, MOPGUH) CHINO MOXE Ja
yMa 3anuuanl edekrt. 3anekbT ce HaGM0AaBa U NpH aHEMHYHM NanueHTy ¢ Eb, nekyBanu ¢
*ene3nu npenapard. [Ipeamnonara ce 4ye mpU4uHa 3a Hest Moxke Jia Ob/ie 1 OeHa Ha LieNyJi03a
zueTa. BoTHUTE TPYAHO KOHCYMHpAT TBBpIa XpaHa (mopaau OojkaTa IpH IBBYEHETO M
nperabmiaiiero ). 3a ToBa NpubsATBaT KbM OEIHH Ha Lenyso3a XpaHu. IIpuemanero Ha
HEIOIXOIIM TEYHOCTH CBIIO MOXKe Ja uMa 3anuyanl edexrt. CKIOHHOCTTa KbM CIa3MH B
XPaHOCMM.IaTETHUS TPAKT -XPaHOTIPOBOJI, YepBa - HapylllaBa Tpodukara, BoAu 10 e3odaro- 1
racTpeCcHasbM H bi3) TEXKa KOHCTHIIALIHS.

I'eHeTHYHA KOHCY/ITAINSA

Beuuku Ooan ¢ Eb W TexHHUTe ceMelicTBa MOrar jia NnojydarT I'€HETHYHAa KOHCYJITallus B
CHOTBETHHTE MEAUKO-TeHETUYHH KOHCYJITATHBHH IICHTPORBE.
IIpenaramiia nuarHocTHKa Ha 3a00NsBaHETO 3acera Ce H3BBPIIBA B OrpaHMYeH OpoH
CIIENMAITH: MPaHHU reHeTHYHH [IeHTpoBe B EBpomna. Ts ce npenoppusa B cyyanTe Ha paMuiIHa
ricrops 3a EB. Moxe na ce ochIecTBH upe3 €IeKTPOHHO-MHUKPOCKOINCKO, OHOXHMHYHO U
XMCTOXHMMI14HO M3ClIe/BaHe Ha OUoIcHs oT deTanHa Koxa B 18-Ta recraiiloHHa ceqMHLIa WK
ype3 H3chaBaHe Ha XOpuoHHU BbcH (Chorionic villus sampling) B mo-paHeH nepuosa Ha
GpemenHocTTa — ciex 9-10 recranuoHHa ceaMuIia. buoncusTa oT ¢eranHa KoXKa WIH OT
XOpHOHHH BBCH ce B3uMa ¢ MHOTO ¢uH dopcenc (20-tu pasmep), BbBEAEH NIpe3 BarMHATa MO
yATPa3BYKOB KOHTPOJ. YCIOBHETO 3a H3IIBJIHEHHE Ha IIpeHaTalHa KOxHa 6uorcus € GeTychT
Ja Obae TOCTaTh4YHO 3psj 32 JAeMOHCTpHpaHe Ha jaedekra B OuomncupaHata koxa (18
recTarMOHHA CeIMUIA). Y CIIOBHTA 3a ochliecTBsIBaHe Ha Chorionic villus sampling ca na ce
3Hae KOH ¢ TeHHHUAT JieheKT B KOHKPETHUS CIIy4yai, Hall-MaJIKO €IMH WIEH OT CEMENCTBOTO Aa
crpaga o1 EB (T.e. mpeamonara ce JOMHHAHTHO yHacnensema ¢opma Ha EB). Ponurenute
TpsOBa na 6baaT noOpe uH(pOpMEpaHyu 3a pucka oT MaHunyaauusra. OcBeH ToBa TpsOBa n1a
UM OBIe MpelocTaBeHa BBH3MOMKHOCT Ja B3eMaT CaMOCTOSITEJIHO peELICHUE Ja NpPEeKbCHAT
OpeMeHHO>TTa WJIH HE, aKO ce OTBBbPAM auarHo3ara Eb.

Yerupuundpen koa Ha 3a6oasipaneTo no MKbB-10 (ako TakbB € HaJIM4€eH)

Q81.0 gfipidermolysis bullosa simplex

Q81.1 [Epidermolysis bullosa letalis

Q81.2—“ﬁ5 pidermolysis bullosa dystrophica

Q81.8— Eﬁ;pyrn ¢bopMu Ha OyJ103HA EUACPMOIIN3A

Q8l.9— E pidermolysis bullosa, HeyTOuHEHA

Koa na 3a6onsaBanero no Orpha code

ORPHAT79351

EnuaeMuo/Iori4Hy JaHHHA 3a 3a00sBaHeTo B Pennybiinka buarapus

EnmnpentmonornuHoTo npoy4usane B buarapus 3a 30 rogumen nepuog (1970-2001 r.)
otkpuka 80 60HE OT 43 hamunuy, HO ce npeanonara 4e AeHCTBUTETHUAT UM Opoii
nazipuniaBa 100 pymu. bonectaocrra 3a Eb B bearapus xem 1.03.2001 r.e 8,6/1 mun.
HaceeHne (IpH CpeHOTOAMINeH Opoit HaceneHue 7.973.671). 3a rpaackoTo HaceneHue




Gostect 10cTTa € 10,9/1 MutH. (pu 06110 5.500.695 rpancko HaceneHue). 3a CEICKOTO
Hacesne e — 8/1 MiH. (pu 0010 2.472.976 cencko Hacenenue). Jlanuute 3a Opost Ha
Hacelle 1MeTO ca MOTyYeHH OT IPeICTABUTETHO CTAaTUCTHYECKO NTpoyyBaHe - [IpeGposBane
Ha Hac:neHuero Ha benrapus 3a 2001 r. Pasnpenenenuero Ha naurenTtute ¢ Eb no nox
[IOKA3E 1 [TOYTH €IHAaKBO 3acAraHe Ha MbxkeTe U xeHute. B bearapus ¢ Eb simplex ca
62,7% >t namwenture, ¢ Eb junctionalis - 3,4%, ¢ Eb dystrophica - 33,9%.

Boaecrnocr 3a Tpute popmu Ha EBH B Brarapus xvm 31.12.2001 r./1
MJIH.HiICEJIeHHE. |

EBH EBS EBJ EBD

8.6 5.3 0,1 31

["eorpadic <oTo pasmpenencHie Ha OONHUTE € CPAaBHUTEIHO PAaBHOMEPHO HA TEPUTOPHATA HA

PenyGnura Bbirapus, karo moka3Bsa JIEKO MpeBaiupaHe Ha 3a00JIIBAHETO B CeBepo3allaiHa
123

Boarapus . B cpaBHEHHE ChC CEBEpOU3TOYHA bbarapus.

1L ﬁopdumoea H. EPIDERMOLYSIS BULLOSA HEREDITARIA - pasnpocmpanenue,
KAUHU KA, OUACHO3A, MEeOUYUHCKU MeHuodcmvum. Kanouoamcxka oucepmayus Ilneeen
2002 :. - nayuna cneyuairnocm ,, [lepmamonocus u eeneponozus” (03.01.21)

2. ﬁopdntnoea H., Tpawinuesa M, Awnzenosa Jl, Kouuee K - FEnuoemuonocus wa
Hacredcmeenama 6ynosua enudepmonusza 6 bvneapus, Coyuanna meouyuna, 2001,3:20-
24,

3. Yordanova I., M Traschlieva, L Angelova. K. Koitschev. Epidemiology of Epidermolysis
Bullosa Hereditaria in Bulgaria, CEEDVA, 2001,3:31-34.

Mons, nodxpeneme ungpopmayuama 3a enudeMuonoZuNHUMe OaHKU 3a 3abonaganemo 6 Bvazapus ¢ dannu om
Hayuny ny6.aukayuu om nocieonume nem coounu. bubnruospagpckama ungopmayus cneosa oa 6voe ogpopmena 6
cmun Bank,.6vp. Mons, npunosceme nviHomexcmoe apuanm Ha yumupanume Hay4Hu nyenukayuu.

EnnaemyoJoruiHH JaHHHM 32 3a00/saBaHeTo B EBponeiickus cb103

Mons, nocoueme enudemuonozuynu Oawnu 3a 3abonasanemo & Esponeiickusi cvio3. Hannume mpsbsa oa
aKnloYeam  ungopmayus, npesedeHa Ha Ovicapcku  e3uk  3a  3abonesaemocmma, borecmHocmma,
APENCUBAEM OCIMMA U CMBPMHOCIMMA HA 3a00186AHEMO 8 eBPONCCKA NONVIAYUA, KAKMO U XAPAKMEPUCUKY U
OYAKBCH Op T HA NONYAAYUAMA 8 PUCK.

Peanriote pasmpocTpaHeHre Ha 3a00NSIBAHETO B pa3IMYHUTE CTPAHU HE € TOYHO YCTAHOBEHO.
H3BecTHO €, ye TO 3acsira BCHYKHA pacH M KOHTHHEHTH. Uectorara M OOJIECTHOCTTa Ha
pasnmuunvite ¢opmu EBH Bapupa B pasiauunute crpaHd. [IpoydBaHHs  BBpPXY
enuaemucuorusata Ha EBH ca u3swpmienn B Hopeerus, b2 CesepHa Hpnangus “Ounnanaus
4, I_H()TéIaHILI/ISI, USA, XswpBarcka 5 SInonus 2 , Caynutcka Apabus 7, IOxna Adpuka 8,
JInbus °.

Haii-netaitninu ca npoyuBanusita B Hopserus, Cesepna Wpnanjus, [Hotnanaus u
DuHNaH] 151, BCAKa OT KOMTO € C HacelleHHe 0-MaJIKO OT 5 MHJIMOHA.

Ilo;; erumata Ha DEBRA International (Dystrophic Epidermolysis Bullosa Research
Assotiaticn) B O6enuneno KpanctBo bpuranus /UK/ € cbcTaBeH HalMOHAJIEH PETHUCTHP Ha
crpanary te or EB. Toit cpabpka nenHa unopmanus 3a Opos Ha EB 6Gonaure B UK u
TEXHHTE MeAMUUHCKH W conuatHd HYXIM. I[lo mpumep nHa UK nonobHu peructpu ca
cecraBenl B U.S.A., Utanus u ap. ot




boazcmuocm 3a mpume ocnosnu muna EBH /Imnn. nacenenue 6 HAKOU cmpanu.

Crpana EBS EBJ EBD
[[To1mman Tus 29,8 0,4 21,6
Hopserus 243 - 9.3
CeBepHa Vpnannus 28 0,7 33
bunman, s 15,1 0,2 8.8
X spBaTCKa 1,5 1,5 6,6
Snouns 4.0 0,2 3,5
Cayutcka Apabus 1,7 0 3,7
FOxxHa A.ppuka 0,8 0,7 1,2
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B T1.4. HayuyHu mny0JHKADMH OT IOCJECAHHTE MNeT TOAHHH M INPHJI0XKEHA
o1 0imorpagceka cnpaska
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Ouenxa 1a CHOTBETCTBHETO Ha 3a0ojsiBaHeTo ¢ AeHHHIMATA 3a PAAKO 3abojsiBaHe
coraacuo § 1, T. 42 ot AONBJHHTEIHATE pa3nopeadn Ha 3aKoHa 3a 3ApaBeTo

Hexnapupam, dye bynoznara Ennnepmonuza e paaxo 3a6onsBaHe chriacHo JeuHHLMATA 32
,.pAIKo 3abonsBaHe” MpuiioxkeHa B § 1, T. 42 OT AONBIHUTENHNUTE Pa3NIOpPeaOH Ha 3aKoHa 3a
3[paBeTO, Thit KaTo € 3abonsBaHe, KOETO € ¢ pasNpocTpaHeHHe He moBedye oT 5 Ha 10 000
IIYIITH OT HAcEeNECHUETO Ha EBpoNecKHs Chlo3.

Kpurtepuii 3a fMarHocTuniupase Ha 3a0019BaHeTo

byJaoina enugepmosusa (EbB) e TepMHH, H3M0Ja3BaH 3a ONHCAHHE HA Ipyna IeHETHYHO-
00ycoBerM KOXKHH 3a00sIBaHHS, KOUTO C€ MpOSBSIBAT C MEXypH BBPXY KOXara H
JIMT@BMIIATE, BH3HUKBAILIM CJlel HE3HAYMTEIICH HAaTHCK M TpHeHe. TexkecTTa Ha NposBUTE
Bapupa o1 cnaba Be3WKynanus 10 OOLIMPHO NpOsSBEHO (OpPMHpPaHE Ha MEXYPH, €PO3HH,
pa3si3EsiBaliMs U TEXKKH NedopMallvu Ha NPBCTUTE Ha KpaiHuuuTe. 3a00ISBAHETO NPOSABSBA
TEHJEHIU! KbM BIIOLIaBaHe B jeTHHTe Mecend. C XoJa Ha BPEMETO MAIMEHTHUTE MOraT
YYBCTBHTEIHO Jla OTPaHMYaT CBOUTE BB3MOMKHOCTH B pe3ynTar Ha Oosectra. Mexypure
TIPUUYMHSBAT HempeKkbcHaTa Ooska u auckoM¢opr. Te moraT jna orpaHu4ar conmaiHara
aKTHBHOCT U KOHTaKTH Ha naunueHTtutre ¢ EB, ocobeHo xorato ce 3abensa3BaT OT OKOJHHTE H
YBpPEeXXAAT BBHIIHHSA BHI, JIBH)KCHHME, XpaHEHe, KOHTakTU. Epo3umre o3apaBsBaT 0aBHO U
4eCTo OCTaBAT Oener cien 3a37paBSIBaHETO CH.

IlaTorenc¢3a

OobpazyBaiieTo Ha Mexypu npu nauueHture ¢ Eb ce abpmkM Ha reHeTHYHO OOyCIIOBEHH
nedekTH t CTPYKTypUTe Ha emuAepMHca, JepMOENHAepMalHaTa IpaHuyHa 30Ha U JiepMaTta.
Ilpu 3ap:BM WHAMBHOM CBBP3BAHETO MEXAY KJIETKUTE B TE3M CJOEBE C€ ABDKM Ha
MEXIVKIICTHYHN  JECMO30MHM KOHTAaKTH, aJXE3UOHHH MOJIEKYJIH U €KCTpalenyJapHH
MaTpukcHi1 mnpoteuHd. llpu OGomnmte ¢ EB nopagm renermuna myramms (12qll-ql13
xpomcsoma npu EB-simplex, 1925-q31 xpomo3oma - EB junctionalis, 3q21xpomo3oma - EB
dystrophica) Te3u agxe3HMOHHW MOJEKYJH M NPOTEHHH (KEpaTHH 5, kepaTuH 14, jaMUHUH,
uHTerpHuH, Konared 1V, xonaren VII) ca nmpoMeHeHU WM HaNbJIHO JIMIICBAT KOETO 00yclaBs
nmo-cnaba Bpb3Ka MEXKAY KIETKUTE B CIOMEHaTUTE CJIOEBE W  pa3KbCBaHe Ha
MEXIVKICTHPYHUTE KOHTAaKTH, CHOMpaHe Ha TbKaHHA TEYHOCT U (QopMmupaHe Ha
pasHoxan iOpeHu MEXYpH.

Kannuuyu dopmu
B 3aBHCHMOCT OT HUBOTO Ha KOETO ce 00pa3yBaT MEXypHTe ce pa3jinyaBaT 3 rJIaBHH
KJIMHIAYHA ¢opmu Ha 3a60/151BaHETO:

OouxHor eHa byJso3na Enugepmoauia (EB simplex) — B o01actta Ha 0a3anHus cioit Ha
enuaepMrca

I'pannuna Byaosna Ennpepmosnsa (EB junctionalis)- B o6nactra. Ha nepmo-
enuepMa. THaTa rpaHuyHa 30Ha (lamina lucida u 3akoTBsiIKTE HHUIIAMEHTH)
Huctpodiiuna Bynozna Ennaepmonunza (EB dystrophica) — noa nepmo-enuaepmansata
rpanuua (13 001. Ha sublamina densa - 3akoTBsimTe GUOPIIIH).

KJIMHHYHHU MsSICTO HA OBPA3YBAHE HA AHI'AYKUPAHU
OOPMI MEXYPUTE CTPYKTYPHU

EB SIMPLEX bazanen enuepMaleH CJIOW N€CMO30OMHHM  MEXIYKJIETH|
( mpocTta ipopma) ( MHTpaeNUAEPMAIIHO) KOHTaKTH

EB JUNCTIONALIS JlepMo-enuaepMalida TIpPaHAYHA 30HA XEMHIECMO30MH,  3aKOTB




(rpamituni popMma) (Lamina lucida) ¢unameHTn
EB DYSTROPHICA
{(macTpod 1yHa
topma)

I[epMo-ennnepManHa rpaHM4YHa 30Ha

: 3aKOTBSAIN GUOPHITH
(sublamina densa) 1u QubpHI

Tpute ocEOBHU (opMH Ha 3a00IIBAHETO Ce MOAPA3ENAT Ha roisM Opoii BapuaHTH (O3HATH
ca 23 pazmunu cybtuna EB), Bapupamu oT JeKH 10 MHOIO TEXKH. [Ipu mo-nekute
¢dopmrt Ha 3a00J1IBaHETO MEXypHU ce oOpa3yBaT caMoO BbPXY JUIAHUTE U CThIIajlara, a MpH Io-
ceprosHUTe (HOPMH - BHPXY KOXKara Ha LSJIOTO TSAJIO W JAOPU MO JIMTaBUIIUTE Ha yCTHaTa
KyXWHA, I'bPJOTO M XpaHompoBoja. IIpu 3apaBu xopa Mexypu ce oOpa3yBaT camMo Mpu
3HAYUTENIHO TPHEHE BBPXY KOXKara (HalmpuMep BBPXYy METUTE Clie]] MO-ABJIra pasxojaka ¢
HeyaoOHu oOyBku). [Ipu namentute ¢ Eb Mexypu Morar na ce oOpa3yBar IpH U3BBpIIBaHE
Ha Cb3ceM OOMKHOBEHM MBIO)KEHHS (0OiMuyaHe Ha JpexuTe, NajaHe, NMpU HE3HAYUTETHO
TpueHe W HaTtuck). Cliell CIyKBaHe Ha MeXypHUTe, MPUIPYKEHO OT OojKa, € OTKpHUBAT
UIMPOKH {PO3WBHH IOBBPXHOCTH, KOMTO ca IOCTOSIHHA BXOJHA Bpara 3a WHQEKIUH.

Yuacniensiane Ha byJjiosnata EnugepmoJsinza
IloHacTosiimeM € W3BECTHO Y€ CHIISCTBYBAT /Ba THIa Ha YHAcleAsBaHE Ha 3a00NsIBaHETO —

aBTO3CMH(-TOMMHAHTEH M aBTO30MHO-peniecuBeH. Camo mpu eauH oT cyOotunoBere Ha Eb
simplex 31001BaHETO ce IpelaBa B NOKOJEHHATA IONOBO CBBP3aHO ¢ X-Xpomo3oMara.
JlomunanTeH THn Ha yHacneasBaHe: JloMHHaHTHa ¢opMa Ha yHacieAsBaHE O3HAYaBa, 4e
eAMH 0T poautenute Ha 6omHo oT EB gere, ctpaga ot chara ¢opma Ha EB. IllanchT
3a00JIsIBAHETO JIa e IMpeiae Ha cieaBamoTro nokoineHue e 50 % 3a Beaxo nere. Jlenara obaue
HMaT >BIIIO 1% 50 % LIaHC na Obnar HaN'BJIHO 3/IpaBH.
PentecuBer TMm Ha yHacnenasBaHe: Ilpu perleCUBHUS THN Ha YHacjeAsBaHE M JBamara
POIUTEIIA ca 3[[paBH, HO ca HOCUTENHM Ha pelecuBeH OoJecTeH reH, 3a KOHTO Hail-yecTo He
3HAAT, JokaTo He ce poau Oonno ¢ Eb nere. [Ipu 1031 TN Ha yHacnensBaHe BEpOSITHOCTTA 3a
paxaaHeT) Ha jere ¢ Eb e 25 %. 3apaBu aeua, KoMTO ca HOCUTENIM Ha OOJECTHHUS TEH 3a
EBH, me ce poasar ¢ 50 % BeposTHOCT U B 25 % OT cilydauTe L€ C€ POJAT 3ApaBH Jela,
KOMTO HE HOCAT M HsAMa Ja mpenagar OONECTHHS TeH B CIEABAIIOTO IMOKOJEHHE.
Haii-odmo Moxke 1a ce Kaxe 4e Ipu JOMUHAHTHHS TUIl Ha yHacleAsSBaHE CUMIITOMHTE Ha
3a00JISIBAHETO KaTO LISJIO ca MO-MaJIKO TEXKHU OT TE3H IPU PELECHBHHS TUI yHAcleAsBaHE.
Toga MpaBu BCEKH HalAEHT c Eb YHHUKAJICH.

KJIuHMYH A cCHMITOMH HA 3200/151BaHETO

byno3sara Enmwpepmonusza Moxe Ja ce MpOsiBU € pa3iMuHM cUMIToMH. W mpu Tpute
KJIAHAYHN GopMH - mpocTa, rpaHuyHa U auctpoduyna - EB simplex, EB junctionalis, EB
dystrophica, 3a0ongBaHEeTO ce MPOSBSBA HEMOCPEICTBEHO WIIM CKOpPO ClEll PaXJaHETO C
oOpa3yBaHe Ha MeXypH, Bb3HUKBALIM CIIOHTAHHO WJIM II0-4ECTO - CJIeA NMPHIIOKEH HATUCK M
TpaBMa. B HSKOU cilydad TO MOXeE Ja 3alo4yHe JO 5-Ta rojuHa OT XUBOTa. MHOXECTBOTO
MEXYPH M JaHH 10 KO)KaTa M JMTaBHIMTE ca OCHOBEH cuMNToM Ha Eb 1 u3nckear exenHeBHH
rpwxku. T nmpuumHABaT OONKa M NpPEACTaBIsBAT OIPOMEH TOBap 3a MAallMeHTa H HETOBUTE
Omu3ki. 3: EB simplex e xapakTepHO ye MEXypHUTe ca €eAMHUYHHU, TOBLPXHOCTHH U 3apacTBaT
6e3 Oenesii. [Iporno3ara e nobpa u TexecrTa Ha 3a00JisiBAHETO HaMalsiBa ¢ Bb3pacTra. EB
junctionalis u EB dystrophica ce xapaktepusupar ¢ oOpa3yBaHe Ha IUKaTpuKcH /Oene3n/ Ha
MecTaTa Fa MpealecTBallld e€po3ud. B ciyuaii, ye npbCTUTE Ha phIETE HE CE€ MPEeBbP3BaT
TIOOTARIHO T€ CpacTBaT 110 MEXAY CH a clie] TOBa ce KOHTpaxupar (cBuBat). [loctenenHo
GonHuTe 1'yOAT BB3MOXKHOCT Ja XBalllaT M TOBa CHJIHO 3aTPyAHsiBA OOCIY>XBaHETO HM.
ITocTosinna Oosika M cTpajaHue NpHIpYXKaBaT OOJHHMTE OT paxJaHETO J0 Kpas Ha JKHBOTA.




ToBa mpenHU3BHKBA TEXKKH ICUXHYHM, MEOULMHCKH H COLMAIHM MpobsieMH OcCoOEHO B
JIETCKATA ¥ THHHEHDKBpCKATa BB3PacT, KOTAaTO 3a MIIAJAMTE XOpa € MHOIO TPYAHO Ja ce
IpUMHPST ¢ HemacTieTo ci. CepHo3HO YBPEACHHUST BBHIICH BUJ CHIIHO YTHETsBa OOJTHHTE,
BOOM [0 JCTPEecHH, He IO3BOSABA Ja JKHUBEIT KaTo OOKpbkKaBallUTE T'M 3[paBH Xopa.
Bonectra mporpecupa 10 TEXKH YCIOXHEHUS IPU HEMOAXOISAIIO MPOBEXIAHO JIEYEHUE NIPH
juctpodrunnte Gopmu Ha 3abomsiBaHeTo. IlpH nanueHTHTE C rpaHHMYHA M AUCTpodHYHA
(opMa, OCBEH KOXKaTa ce 3aciraT M JUraBUIMTE - HA ycTaTa, GpapuHkca, HOCA, KOHIOHKTUBUTE
¥ XpaHoMPOBOJIa, KbJETO MEXYPUTE U €PO3UHUTE MOTraT Jia IpeIu3BUKaT O0NKa U 3aTpyAHEHHE
B IPAEMAHETO W YCBOSBAaHETO Ha XpaHara, B JHIIaHETO M 3peHHero. Jlesuurte B
MEXIy3b( HUTE TPOCTPAHCTBA, OKOJO aHyca W B YpHHApHHMs TPaKT BOAAT O 3HAUMTENCH
auckoMbopt. [Ipu Haxon Texko GONHU MOXeE Aa ce CTHUTHe 10 obaMTepupaHe (cpacTBaHe) Ha
XPaHCIPCBOAA , KOETO Hajlara XpaHeHeTo J1a NpOoJAb/DKH CbC cTOMAIlHa coHjaa. OnucaHute
ABJIEHHS BOAAT 10 (u3HUecKo u3TouieHue. Texxkure auctpoduynu ¢popmu Ha Oonectra ce
CBIIPCBOM JIAT OT 3acsATaHe W Ha KOXHUTE NPUIATHIM — onajgar 360UTe, Kocara € pa3peicHa U
ThHKA, HOKTHTE Ha PBIETE W KpakaTa jurcBaT. Mexypute u npu tpute ¢opmu Ha EbB
MIPUYHHSBAT panu U paHeBH uHpeKIHH, OoJika U cBpOex.
bonkaTa ¢ xapakTepeH MOCTOsIHEH NpHU3HAK Ha 3aboinsBaHero. [IpuunHa 3a Hes ca mosiBata U
CIIyKBaHE "0 Ha MEXypHUTe BbpXY Koxkara U auraBuiure. Koraro ca 3aceraty JIMraBuLUTE Ha
ycraTa, ¢iapuHKca W XpaHOMpOBOJAa , MAlMEHTHTE ChOOLIABaT 3a IpOHM3BAIla Oonka NpH
MpernbligHe, MpH UKCHpaHe Ha e3UKa B ycTaTa, IOYMCTBaHe Ha 3p0uTe. OOpa3syBaHeToO Ha
MEXYPH K €pO3MH B 00JlacTTa Ha aHyca BOAM 0 Oojka mpH aedekamus U PyHKIHOHANIHA
KOHCTHIIA TUs. JIBM)KEHHUSITA Ha AI[MCHTUTE ca 00JIe3HEHH, IOpaJi KOHTPAKTYPU Ha IPBCTUTE
M MO-TOJIeMUTE cTaBU. Jlumcara MWJIM HENBJIHOTO Pa3BHUTUTE HAa HOKTHTE 3aTpylHSBA
xBarmaHeTo. JlecHoO ce HapaHsBaT BbPXOBETe Ha NpbCTUTE. [IBH)KEHMsSTAa IIpU XOJAEHE ca
ocobeHo Ooyile3HEHH, Korato oOpa3syBaHHUTE MEXYypH 3acsiraT IpBbCTHTE Ha KpakaTa H
cThIANaT:L, BBPXY KOHMTO najaa % sara TEXECT Ha TSIIOTO.
OT mpakiukaTa € W3BECTHO Y€ 3a3/IpaBABAaHETO HA BCEKH HO-OOINMPEH KOXeH AeeKT e
ChOpoBOzeHO OT cbpOexk. Ilammenture ¢ EB cTpagar oT pa3snuyHO HHTEH3UBEH, HO
HOCTOsIHE 1 ChPOEXX BBPXY MECTaTa Ha 3a3paBsiBalllUTe paHH. Tam koxkaTa € aTpoduuHa cyxa
M ThHKA. _Ipe3 Hed mpo3upar KPEBOHOCHUTE CHAOBE, OJKOXKHATAa MAaCTHA ThKaH € OCKb/HA.
ToBa Baxxn ocobeHo 3a GonHuTe ¢ quctpoduyna ¢popma Ha Eb, xouto ompenenst cppbexa
kaTo "BIynsBam’ U cMYIlaBall ChbHS uM. Pa3zuecBaHusATa 4ecTo BOAAT 10 00pa3yBaHe Ha HOBU
MEXypH " €pO3HH.
[Mpu seuuku Tunose Eb ce HabmonaBa koHcTunanus. Ts decTo 3anousa ciex obpasyBaHe Ha
MeXypHu 1° OOJIe3HEHH €pO3MH OT TBBPAM M3NpaKHEHHs B aHaIHUS peruoH. Jlumcara Ha
JOCTaTBYHO [ENyJIO3HAa XpaHa M €H3MMHHM HapylleHHs BIBBPISBAa H3IPaXHEHUATA.
OO6HuKHOBCHO Ollle B paHHA BB3PacT Jenara OTKpuBaT ue Jcdekanusra UM € Oosie3HEeHa U o
u30sreaT. ToBa MOCTaBsS HAYAJIOTO Ha €AWH NopodeH Kpbr. KoHcTumamusra e cBbp3aHa C
00JIKe ¥ H3MOJ3BaHETO Ha OOJIKOYCIIOKOSBAIM CpeJCTBa (OMHaTH, MOP(UH) CHIIO MOXE Ja
uMa 3amnp Jam edekrt. 3anekbT ce HabmoaBa U NpH aHEeMUYHH nauueHTH ¢ Eb, nexkyBanu ¢
’KeJesHH (1penapartd. Ilpeanonara ce ye mpuyuHa 3a Hest MOXe 1a Obje U OelHa Ha Lenynio3a
aueta. BomHWTE TpyIHO KOHCyMHpaT TBbpAa XpaHa (nopaxu Oojikara NMpH IbBUYEHETO U
Npernbll: HeTo #). 3a ToBa HpuOsArBaT KbM O€lHM Ha lLienyio3a xpaHu. llpuemanero Ha
HETIOJIXOJISAIIM TEYHOCTH CBHIIO MOXe Aa uMma 3anuuan] edexT. CKIOHHOCTTa KbM CHa3MH B
XPaHOCME JIATEJIHUS TPaKT -XpaHOIIPOBOJ, YepBa - HapyllaBa TpodHkara, BOAM A0 e3oparo- u
racTPOCIIA3BM H JIO TEKKa KOHCTUIALIUA.
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AJropuTHMH 32 IHATHOCTHIHPAaHE HA 3a60/19BaHeTO

1,2
Junardoss m audepeHHaIHA AHArHo3a Ha 3a200/19BAHETO
,'[[I/IaFHOBHTa Ha EB ce ocHOBaBa Ha aHAMHECTHYHHTE JaHHH, KIHHHYHUTE IIPOABH,

cnenudurHaTa abopaTopHa AMArHOCTHUKA, KAKTO U CTPUKTHOTO JUCIAHCEPHO HAONIONECHHE
Ha Oonuure. Ilpu HoBoponenute Eb mMoxe aa Oble quarHocTHIMpaHa 4ype3 yCTaHOBSIBAHE:
HAJIMYHET) HAa MEXYpH IO KOo)KaTa WJIM JIMTaBUIUTE, JIUIICA HA YacTH OT KoxXarta, JIUIca Ha
HOKTH WJI1 HENPaBUJIHO pa3BUTH HOKTU. lIpu Hsxou tunoe Eb cuMmmnromute ce mosBsBat
Olle IIpe3 MBPBUTE HIKOJIKO JHH W CEIMMIM CJell paXxIaHEeTo, a NMpHU IPYrd - B IBPBUTE
Meceuu Jlo 5 roauHa oT xkuBoTa. OmpenensHeTo Ha Tuna EB gaBa BB3MOXKHOCT da ce
MpeARUI¥ MPOTUYAHETO, YCJIOKHEHHSATAa M MpOrHo3ara U Ha 3abosnsBaHero. HuBoto Ha
o0Opa3yBaile Ha MexypuTe, pecrnekTuBHO THNBT Ha EB, Moxe na Obnae ompexneneHo cien
paXJaHEeTd 4Ype3 eJIeKTPOHHO-MHKPOCKONCKO H3cilieIBaHE Ha 3/paBa M OoJHA KoXa H
MOHOKJIOF aJIeH MapKepeH aHaiu3 Ha 0a3aiHo-MeMOpaHHUTE aHTHIreHU. Ex3akTHaTa quarnosa
npearionara Audepentupaneto Ha Eb ot cnennute nepmarosu:

Stafilococcic skilded skin syndrome
/SSSS/

Aplasia cutis congenita circumscripta Necrolysis epidermalis toxica

Acrodermatitis enteropathica

Atrictia congenita circumscripta . L .
Incontinentia pigmenti

(ciffusa)
Impetigo bullosa IgA linear dermatosis
Liche planus bullosus Pemphigus syphiliticus

. . . Pemphigus vulgaris
Dermatitis herpetiformis Pemphigoid

Knunagaoro NpocCiI€asABaHeC Ha 3a0019BaHCTO €€ JIONBJIBA OT NapaKIMHU4YHU HU3CJICABAHHUA U
KOHCYJITAIIUH.

JlaGopaTnpHa auarnoctuka Ha Eb

1. EnckTpoHHa MI/IKpOCKOHI/IH3
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EeKTpOoH 10-MHKPOCKOIICKOTO H3CJIeIBaHE Ha KOXKHA OMOICHS MOJXKE Jia JTIOKAJIM3HPa HUBOTO
Ha fedeKTa B euIepMATHUTE CIIOEBE M FOpHATa JepMa ¢ KOETO Ja ce OTAnGepeHIMpaT
[IpOCTaTa, FpaHMYHaTa U qucTpodpuuHara popmu Ha EB.

2. MoHoKII0HAIeH MapKepeH aHau3 Ha 6a3aiH0-MeMOpaHHUTE aHTUTECHH.

Ypes onpe aensiHe Ha AHTUTEHUTE (aIXE3MOHHH MOJIEKYJIH) B JEpMO-EIHIEPMaTHaTa
rpaHHYHa 30Ha MOXe 1a ObJie onpeaeneHo ¥ HUBOTO Ha oOpa3yBaHe Ha MexypuTe. Toa
H3cjIe,1Balk € € M3BECTHO KaTO MOHOKJIOHAJIEH MapKepeH aHalnu3 — Antigen mapping4’5.
H3pbpiBi ce BbpXY OHONCHHU OT UHTaKTHA U JIE3HOHATHA KOXa C U3II0JI3BaHe Ha
MOHOKJIOHAJTHA aHTHTEJIa, HACOUEHH CIEIM(UUHO Cpenly pa3IMuHuTe aaXe3UOHHU
Mornekyw. Upe3 tupekTHa UMYHOMIYOPECIIEHIHS Ce ONpeeiiss HAMAJICHUETO HITH JIMIcarTa
Ha aHTHUTEHUTE B JepMO-eIUIepMaIHaTa IpaHulla, KOETO 1aBa BE3MOXHOCT 3a

otaudepe HIMpaHe Ha HAKOU OT CyOTHIIOBETe Ha TPHUTE INIaBHU KJIMHUYHH (opmu Ha EB.
I'eHeTHYH iTa KOHCYJITAI[MS HAa ceMelicTBaTa Ha 3acerHatute oT Eb 6onHuM e chiecTBeH
eTEMEHT T KOMIUIEKCHHS IIOAXO0/ [PH TAXHOTO MeHaxupane”. Ts ce H3BbpIIBA OT
MEIMIIMHC KK TeHETHIIH B MeIHKO-TeHETUYHHUTE HEHTPOBE, PA3KPUTH KbM KaTeJApUTE 110
MEIMIMHC KA TCHETHKA KbM BUCIITUTE MEIUIIUHCKU MHCTUTYTH. [ eHeTUUHAaTa KOHCYITAIMs
3a1ovBa ¢'bC CHEMaHe Ha MoJApoOHa aHaMHe3a 3a UCTOPUSITA Ha 3a00JIIBaHETO - IaHHH 32
HOKBTHH if 360HH TUCTPOGUH MPH HAKOH OT WIEHOBETE Ha GaMIIIUATA, KPPBHOPOICTBEHH
BPB3KH, PeIIPOIYKTHBHH HEY/1aud B CEMEHCTBOTO Ha NanuenTa (mpobaHnna) - abopTH, MbPTBU
paXaaHusl, paHHa IeTcka CMBPTHOCT. [locTposiBa ce poAoCIOBHO ABPBO Ha 3acerHara
¢damu.1ust. B Hero ce oTGens3Bar Bp3pacTTa ¥ nojua Ha OosHUTE OT Eb M BcHuky 3apaBu
YJICHOBE, 1TOHE B 3 MOCIIEIOBATENHH MTOKOJICHHS. Upe3 reHeaoruyeH aHalu3 Ha JaHHUTE OT
POAOCIIOB 10TO ABPBO C€ ONpeJIeis THITBT Ha yHac/IesBaHe Ha 3a00J11BaHETO (aBTO30MHO-
JOMHHAH1€H WK aBTO30MHO-PEICCUBEH) U TEHETHUHHUAT PUCK 32 OBJEIIUTE MOKOJICHHUS.
CnyyauTe, B KOUTO JIUTICBA (PAMIIIHOCT, C€ ONMPEAENAT KaTo CIopaAndHu (6e3 ACHH
reHeaTory YH|H KPUTEPUH 32 MOHOTEHEH THUII Ha yHacnesBaHe). ChbIIacHO ChbBPEMEHHUTE
eBporeiicku KoHceHCycH 3a auarHoctuka Ha Eb, JIHK ananu3bT Ha 3acerHaTtuss MHIUBHUA €
3aJb/DKATEIICH KPUTEPHii 32 TOUHA JMArHOCTHKA 3a 3aGomsiBaseTo’.

CeneTn4iia KOHCYJTALMSA

Beuuku €omau ¢ Eb u TexHuTe ceMeiicTBa MOraT Ja IOJIydaT T'€HETHYHA KOHCYJITalHs B
CHOTBETHTE MEIUKO-TEHETUYHH KOHCYJITATHBHH IEHTPOBE.
[lpeHararina aumarHocTHka Ha 3a0o0JIIBaHETO 3acera ce M3BbPIIBA B OrpaHHYeH Opoit
CHeNy Ay 3SUpaHu TeHeTHYHY 1eHTpoBe B EBpona. T ce npenopbuBa B ciiyyanTe Ha paMuiHa
uctopus sa Eb. Moxe na ce oChIIECTBH upe3 €JIEKTPOHHO-MHKPOCKOIICKO, OHOXMMUYHO H
XHCTOXHMHUYHO H3CjIe/IBaHe Ha OHOMCHs OT deTaiHa Koxa B 18-Ta rectaliiOHHa ceAMUIIA UITH
qpe3 u3c.eaBaHe Ha xopuoHHM BbcH (Chorionic villus sampling) B mo-paHen mepuoj Ha
OpeMeHHccTTa — cinen 9-10 recraunonHa ceaMuna. buoncusita oT ¢deTanHa Koxa HIH OT
XOPHOHHE BBCH c€ B3uMa ¢ MHOTO (uH ¢opcenc (20-Tu pa3mep), BbBEIEH NIPe3 BaruHaTa Mo/
yATPa3By:0B KOHTPOJI. YCIOBHETO 32 U3N'BbJIHEHHE Ha IpeHATaTIHA KOJKHA 6HoIcus € GeTychT
qa ObJe IOCTaThYHO 3psUl 3a JIEMOHCTpUpaHe Ha Jedexkra B OuoncupaHata koxa (18
recTallHoliHA CeIMHIIA). Y CJIOBUATA 3a ochitecTBsiBaHe Ha Chorionic villus sampling ca na ce
3Hae KOM > TeHHHAT Ie(eKT B KOHKPETHHS Ciiy4al, Hal-MaJIKO €IMH 4IeH OT CeMeHCTBOTO Ja
crpaga o1 EB (T.e. mpeanonara ce noMuHaHTHO yHaciensema ¢opma Ha Eb). Poxutenute
Tps6Ba 1: 6bIaT 106pe HHGOPMUpPAHH 3a pHcka OT MaHumyaanusaTa. OcBeH ToBa TpsbBa Ja
UM OBl MpenocTaBeHa BB3MOXKHOCT Ja B3€MAaT CaMOCTOSITEJIHO pEIIEHHE [a NPEKbCHAT
OpeMeHHC CTTa WM He, aKo ce MOTBbpAU auarno3ara Eb.

1. Yordanova 1., Traschlieva M., Koitschev K. Acrodermatitis enteropathica. A benign
case with normal serum zinc. Eur. J. Pediatr. Dermatol. 1999, 9(4): 209-213.
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2. Kavaklieva S., 1. Yordanova, L. Bruckner-Tuderman C. Has. Acral Peeling Skin
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Ren Dermatol 2013;5:210-214.

3. Yordanova 1., Ivanova V. Karaivanov M. A comparative study of
imnunohistochemistry (collagen IV expression) and electron microscopy used in the
dicgnosis of the major types of inherited epidermolysis bullosa in Bulgaria. Clinical
application of immunology 2004, 3 (1): 332-336.

4. Hipoanosa H., C. Has, /1. Tocnoounos, L. Brukner-Tuderman, J. Kohlhase. Cryuau
Ha peyecusna Epidermolysis bullosa dystrophica — umynogryopecyenmno u
eIt MPOHHO-MUKPOCKONCKO u3caeoeane, [JTHK mymacenen ananus. Jlepmamonozus u
eeneponocus 2010, 48 (1): 34 -39.

3. Yerdanova 1., Gospodinov D. Chapter Genodermatoses in: Illustrated Manual of
Gender Dermatology: Ed. by L. Parish, S. Brenner, M. Ramos de-Silva, J. Parish
Joues and Bartlett Publishers, Boston, Massachusetts 2010, Chapter 11: 83 — 96.

6. Fine JD, Eady RAJ, Bauer JA. The classification of inherited epidermolysis bullosa
(E3): report of the Third International Consensus Meeting on Diagnosis and
Classification of EB. J Am Acad Dermatol. 2008;58:931-950.

Mons, nookreneme ungpopmayusma 3a areopummume 3a ouaznocmuyupane Ha sabonssanemo 6 Esponeiickus
Ci03 ¢ OQHK U OM HAVYHU NYOTUKayuu om nocieonume nem 200unu. bubnuozpagpcxama ungpopmayusn credsa oa
Bvoe cop.aena 6 cmun Bankysvp. Monsa, npunoxceme WbIHOMEKCMO8 8APUAHM HA YUMUPAHUME HAVYHU
nyonukayuu

AJITOPHT!MU 32 JieYeHHe HA 3a60/I9BaAHETO

Jleuenue |1a 3a6onssanero’->3
To e npenr MHO NokanHo. JlokanHaTta Tepanus ce cBexza A0 eXeAHEBHO U CBOEBPEMEHHO NIEUeHMe Ha
eposuute 11 pauuTte. MauneHTuTe ¢ EB M3Non3eat KpeMoBe M yHrBEHTU C NPOTMBOBBL3NANMUTENHO,
OXNaxpauin, NpOTEeKTUBHO, MNPOTUBOCLPOEXHO, OMEKYABAWO U OMAa3HABALO BbL3AENCTBME BbLPXY
koxaTa. TaxHata ynorpeba Tpabsa Aa cTaBa cnef KOHCyATauusi CbC CneuManuicT - AepMartofor.
OcBeH 3a seyeHue Ha paHuTe Te Ce U3NOJ3BaT OLle 338 NoAAbPXaHE Ha A0BPOTO CbCTOAHWE, Typrypa
U enacTuurITETa Ha KOXXHaTa MOBbPXHOCT; 338 HaMansBaHe Ha cbpbexa B y4acTbuuTe C NoApacTealla
unn arpodMuHa koxa. Kpemose ce npunaraT U NO BpeMe Ha Macax. Toi e ocobeHo BaxeH 3a
Mankure nauueHTn ¢ Eb, KOUTO HsAMaT GonesHeHa YyBCTBUTENHOCT W3BbH MECTaTa Ha nosiBsiBalmTe
ce Mexypu [Hail-4yecTo amue U KpaHuun).

KpemoseTe: npeAcTaBnsaBaT NONAYyTBLPAM CMECU OT ABE B3aWMHO HECMEeCBalUM Ce MAW CaMOo YaCTUYHO
pasTBOpUM 4 efiHa B Apyra cybcraHummn - Boaa M Macno. C nomowTa Ha eMynratopu MacioTo ce
pa3apobsiea Ha MHOMO UHKU Kanynun BbLB BoaaTa. ChlecTBYBaT 2 BUAA KPEMOBE: XMAPODUNHU U
xuapotpobiin. B xmapodpunHUTe KpeMoBe TEUYHOTO Macio e ¢MHO AMCNeprupaHo BbB Boja. Tesu
KpemoBe cidpa3yBaT enBa 3abenexuM Coil Bbpxy KoXaTa M MoraT Aa 6bAaT oTCTpaHeHu OT Hes ¢
Boga. B xuapocdobHuTe kpemose Bofiata e ¢MHO AucneprupadHa B MacioTo U Cnell TAXHOTO
rnpunaraHe Koxara craBa MasHa.

YHrBEHTUTE: Ca NONYTBbPAU NPOAYKTHU, CMECU OT TeYHA Ma3HMHA, B KOSTO ca AobaBeHu 25 % TBbpAU
cybecraHumi. Te He ce abcopbupaT necHo OT Koxarta M He MoraT aa 6bvaar M3MMBaHW C Boaa. Cnep,
TAXHOTO NPUAOKEHME KOXaTa CTaBa NOBEYE WAM NO-MaNKkO MasHa, NopaaM KOeTo Te umMar
npeanassaill U okay3ueeH edekt. MNacTute NpeACcTaBNABAT YHrBEHTU, KOUTO CbAbpXaT 50 % wnu
noseye npaxoobpasHu TBbLPAM BellecTBa. Te npuTexasaT CuneH aexugpatupaul, edexkt u
¢neaoBaTeHoO ca TBbpAE NOAXOAAWM MPU MOAMOKPALLM KOXHU panu. MpuMep 3a nacTa € LUMHKOBOTO
0/IM0, KOETD Ce Hapuya oLe Meka LMHKOBA NnacTa W NpeAcTaBnaBa MUKCTYPa OT LUMHKOB Mpax W TeuHa
Ma3HUHa.

1. KperioBe ¥ YHrBeHTH cpelly 6akTepuanHaTa uHdekuunna

Te ce uinon3eaT B Clyyan Ha UHMEKTUpaHe Ha paHUTe CbC CTPenToKOoKU U CTapMNOKOKK, KOUTO
£a rnaBHUTe NPUUYMHUTENN HA MHPeKuMnTe Ha KoxaTa. TakuBa ca ciepnuTe npenaparti: Flammazin
cream, Fucidin cream, Bactroban ointment, Baneocin ointment, Erythromycin unguent, Chlorhexidin
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cream. [lo-npoabnxuTenHata UM ynoTpeba Moxe Aa npeausBuKka CeHcMbunusauus, okanHa
HEMOHCOCUMNOCT, KOHTAKTHA aneprus.

2. ENUT2NOTOHUYHM NpenapaTh 3a JIOKANAHO NpuaokeHUe (yckopasaT enuTennsauusta Ha
€po3nnTe 1 paHuTe)
Takusa ca npenapaTuTe Hyaluricht - sol., Solcoseril gel, Actovegin gel.

3. KperoBe u YHrBeHTH, o6s1ekyasawm copbexca

B cnyuan Ha ynopuT cbpbex nokanHo MoraT Aa ce M3MNOoN3sBaT KPEeMOBE, CbAbpXallu
KopTukocTeponan. Te obade TpsbBa Aa 6bAaT M3NON3BAHM MHOrO NpPeAnasnMBo, Tbi KaTo
TIPUNOXKEHKETO MM NpPEAV3BMKBA MOHMXKABAHE HA JIOKANIHWA OTIOBOP Ha KOXaTa KbM XMMWUYHMU,
MWUKPOGHW MM MMYHOTEHHU CTUMyNW. TpeanounTaT ce KOPTUKOCTEPOUAHWU KPEMOBE C MEKO AeNCTBUE
- HanpuMef. 1 % Hydrocortison, Eumovat, Advantan, Dermatop, Elocom, Apulein, Locoid lipocream.

4. JiokanHU CpeACTBa 3a NoAAbPKaHe HA KoXaTa

3a NOLABbEKAHETO Ha ONTMMaNHW YC/IOBMA 33 KOXHATA NOBBLPXHOCT €€ M3NOoN3BaT UHANMEPEHTHU
€MYNCVIN, KPEMOBE W YHrBEHTW, KOUTO CE& CbCTOAT OT HEYTpaneH KavecTBeH BEXWKYNyM (HocuTen).
KbM Hero moraT fAa 6bAaT npubaBaHM aKTUBHM BelWecTBa C TEepaneBTUYHO Bb3AENCTBUE.
HeyTpanHaa 6a3a nNpuTeXxaBa MHOrO BaXKHWU CBOWCTBA. TA Oxnaxaa Koxarta, NpeAnassa OHesu 4acTu
OT Hes, KOUTO He ca MOKpWUTW OT enuaepMuc, npegotepaTsBa 3arybata Ha Boja. Moaxoaawm ca:
Linola Feti: N cream, Wolff basis cream, Lipobase cream, Eucerin cream, Ung. Zinci 10 %,
oxJlaAnTensH KpeM, LMHKOBO Macno. Te npeanassBaT KoXaTa OT W3ChbXBaHe W AexujpaTauus,
oMasHsiBaT A W obpasyBaT MpPOTEKTUBEH CNON BbpXy Hes. [lo-npeanounTaHn ca xuapoduiHute
Kpemose, T KaTo Te no-necHo ce abcopbupaT oT KoXHaTa NoBbpPXHOCT. OCBEH KPEMOBE U YHIBEHTH,
ce ynotpe€isBaT W JIOCMOHKU. LIMHKOBOTO Macnio Moxe fa 6bae U3Non3saHo 3a OTKPUTU CeKpeTUpaLum
paHu. Uunk<oBuAT npax ofpasyBa 6an Coi BbpXy KOXaTa, KOMTO MOXe Aa ce OTCTpaHu 4Ypes
M3TPUEAHE CbC CTEPUNIHO MACNO - CTbHYOrNEA0BO, MacIMHEHO, PULIMHOBO.

HauuHM He NpunaraHe Ha yHrBeHTUTE M KpemoBeTe B 3aBMCMMOCT OT xenaHus edekT KpemoseTe U
YHFBEHTUTE MoraT Aa 6bAaT HaHacAHM Ha MO-TbHBLK UAW no-aeben cnoi. Ako ce uenn NPOTEKTUBHO
[\leNCTBME, Te Ce HaHacAT Ha NO-TUTbTHM cnoese. AKo uMaT apMakonormyHo deicreve (Hanpumep
KOPTUKOCTE pOMAeH Unn aHTubakTepuaneH edekT) e AoCTaTbYeH M NO-TbHBK C/IOU. Ka3aHo Hain-o6wo
TpabBa ga ce npunara TakoBa KOSMYECTBO, KOETO e ce abcopbupa. XuapodobHute kpemose u
YHrBEHTM psbia Aa Ce HaHacsAT Ha TbHKU C/loeBe, Taka ye koxarta Aa O6bae camMo 4acTUYHO
OMa3sHeHa.

lNpunaraHe o HAa Ma3HW YHrBEHTU BbpXY KOXaTta Ha UsIoTo TS0 MAKM YacTu OT Hesl, TpsibBa Aa cTaea
BEAHBXK AHEBHO WM Ha 2 AHW. Te TpsibBa Aa Ce NOCTaBAT BbPXy KoXaTa BegHara cief, UsKbneBaHe.
Mo Tozn HiHYMH ce nocTura NpoTekTMBeH edeKT cpelly obpa3yBaHeTO Ha paHW, a B 3aBUCMMOCT OT
CbabpXKaWITe ce B TAX aKTUBHU CbCTaBKM - M CbOTBETEH (apMakoTepaneBTUYeH edekT. 3a
yBennMuaBaieTo npeanasHoTo M apMakoTepaneBTUYHOTO AENCTBUE Ha KpeMmoBeTe cfief TAXHOTO
MOCTaEsiHE BbPXY KOXaTa Te ce MoKpuBaT C He3asnensalla NpeBpb3ka. 3a Tasu uen Moxe ce U3nonsa
lUMpOKA NeHTa Mapns wan 6uHT. Ha pbuete (kpakata) MoraT ga ce nocTaBAT NaMyuyHW pbKaBuLM
(4oparmn).

CbCTaB, C3OWCTBA U NPUIOXKEHNE HAa KPEMOBETE W YHIBEHTUTE
1. AHTUBAKTEPUAJNIHU NPENAPATN:

FLAMMAZINE CREM 1 % (Solvay-Pharma)

Cucrae: XvigpouneH KpeM cbC cpebbpeH cyndaanasud 10 mr/rp.

CeoicrBa: AHTMGaKTepuaneH KpeM ¢ 6aKkTepuocTaTMyHO 1 6akTepuumaHo Aerctene Bbpxy paM /+/ u
'pam /-/ 6akrepun, Hanp. Staphylococcus aureus, Pseudomonas aerugenosa, Klebsiela, Enterobacter
n ap.

MpunokeHue: HaHaca ce BeAHLX AHEBHO AMPEKTHO WKW BbPXY CTEpUNHa MapneHa npeBpb3ka BbpPXY
paHaTe B ci1oit oT 2-3 MM. OTMMBa ce C PU3NONOrMieH pasTeop.

FUCIDIN CREM/OINTMENT 2 %(Leo- Pharma)
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CbcTaB: AK‘MBHa CbCTaBka - dycuaosa kucenuHa 20 Mr/rp.

CeoWictBa: AHTMGaKTepuaneH KpeM/yHrBeHT CbC CuiHa aHTMbakTepuanHa aKTUBHOCT cpelly
OCHOBHWUTE NATOrEHHWM MUKpoOpraHuM3MM Ha koxaTta - Staphilococci, Streptococci, Bkn. u
PE3UCTSHTHUTE KbM APYrM aHTMBMOTMUM, M3KII0YMTENHa NpoHMKBaTeNnHa cnocobHOCT, He cb3aasa
PE3VNCT2HCTHOCT.

MpunoxkeHrie: HaHaca ce Ha TbHbK C/IOW ABa-TPM MbTW AHEBHO BbpXy YyBpeAeHaTa KoXa, B
npoav/bkerue Ha 7 aHKU. Moxe aa ce Nokpue CbC CTepuiHa npespb3ka. KpeMbT € 0cobeHo noaxoasuy
3a U3MNON3B.3HE BbPXY MOKpELUY paHu.

BHuMaHue: N36areaifTe KOHTaKTa C ouMUTe U nurasuyute!

BACTROBAN OINTMENT (Smith Kline Beecham-Farma)

Cucrae: Xu,apodvneH yHrBeHT € akTMBHa CbCTaBKa: mupirocin.

CsoiictBa: AHTMGaKTEpUanHa akTUBHOCT npeaMMHO cpewly Mpam/+/ Staphilococci.

MpunokeHvie: HaHaca ce ABa A0 TPy MbTU AHEBHO B TbHbK C/IOM BbpXy yBpeAeHaTa Koxa. MAcToTo
MoXe j1a 6>/1e NOKPUTO CbC CTepuiHa NpeBpb3ka. JleyeHneto ¢ Bactroban He 6usa aa npoav/mkasa
noseve oT L0 AHW.

BruManmne! N36arsaitte KOHTaKTa C O4MTE W iMraBuumTe,

BANEQCIH OINTMENT, PULVIS(/Biochemie - Austria)

Cxerae: Bacitracin Zinc u Neomycin sulfat

CeoiictBa: [Z¢ekTnBHa aHTMBMOTUUHA KOoMBuHauus ¢ BakTepuumaeH edexT cpeuly M'pam /+/ u Mpam /-
/ MUKPOOPraHU3MU.

Mpuno:xeHyie: Mpunara ce 2-3 NbTU AHEBHO BbLPXY 3acerHararta NoBbLPXHOCT. Moxe aa ce nokpue ¢
rpeBpL3Ka.

ERYTHROMYCIN UNGUENT 1%

CbCTae: Ma<ponuaeH aHTMBUOTHUK.

CeolicTBa: [>akTeprocTaTiueH edekT Bbpxy Mpam /+/ v Ipam /-/ Baktepuu.

Mpuno:keH.ie: 1-2 NbTU AHEBHO. JleyeHneTo € Hero He 6MBa Aa Npoab/kaBa noseyve OT 14 AHu.

CHLORHEXIDIN CREAM 1 %

Cuerae: XviapoguneH kpem ¢ Chlorhexidin gluconat 10 mg/g kaTto akTMBHa CbCTaBka.

Csoircra: <peM CbC CMNHO #U3paseH HakTepuumaeH U dyHrMumMaeH edekT cpelty Bcuuku MpaMm /+/ u
'paM /-/ MrKpOOpraHUsMu.

lMNpunoxeHiie: Npunara ce 1-2 NbTU AHEBHO B TbHBK CJION.

I1. ENATENOTOHUYHWU CPEACTBA
SOLCOSERIL - gel, ung. (Solco)

ACTOVEGI!N - gel, cream, ung. {Nycomed)

CbCTae: aenpoTeMHU3NpaH XeMoAuanusaTt OT Tenelka KpbB - 6oraT Ha MU3MONOrMYHU KOMMOHEHTH
KaTo A2pUBATA HA HYKNEUHOBUTE KUCENNHN U HUCKOMOJIEKYNSPHU NENTUAMN.

CeolcTBa: A3non3BaT ce NpW CEKpeTUpaLuM paHu - 3a CTUMY/MpaHe Ha KieTb4YHaTa nponundepalums,
aHruoreHesa v rpaHynaumsa, CTMMyNMpaT enuTeansauunsTa Ha paHuTte.

MpunoxeHse: NoKanHo 1 x AHEBHO BLPXY paHaTa.

II1. CPEQI-TBA 3A OBJIEKMABAHE HA CHbPBEXA

HYDROCCRTISONE crem / ointment 1 %

Cucrae: AkTMBHA CbCTaBka - hydrocortison 1 %.

CsoMcrBa: XWUAPOKOPTM3OHBT € KOPTUKOCTEPOMA C MeKko geicteBue - knac 1. ToW nputexasa
MpOTUEOBL:3NanMTeNneH eekT 1 NOATUCKA CUMITOMUTE MNpPU CbCTOAHWUA CBbP3aHU CbC Cbpbex.
MNpunoxeHie: HaHacs ce B TbHBK CNON €AH WK ABa MbTWU AHEBHO BbpXy KoXaTa, cej oT4MTaHe Ha
riopobpeHyI2 - eanH NbT AHEBHO 3 X ceaAMUYHO. MoXe aa ce nokpue CbC Cyxa Map/fieHa npespb3ka.

3a cegMmnusTa MOXE Aa ce u3non3eat He nosede oT 30 - 60 rpama OT KpeMa Miau YHreeHTa.

BHuMa 4ne! CTpaHU4HM edeKTU OT JIOKANHOTO Npu/iaraHe Ha KOPTUKOCTEPOMAM ca:

* aTpotbusi Ha ennaepMUca u AepMaTa (koxaTa CTaBa TbHKA KaToO UurapeHa xaptus)
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* TeneaHry 2KTasum

* CTpuM

CTpaHnuHuTe edekT ce HabnogaBaT Hait-yecTo Mpu MpunaraHeTo Ha KOPTUKOCTepouAUTE BbpXY
UyBCTBUTEJIHA U TbHKa KoXa. Te moraT Aa 6bAaT HaManeHu upes KOHTPONUpaHe NPOAbMKUTENHOCTTa
Ha NEYEHNETO M OrpaHMyaBaHe pa3sMepa Ha TPEeTUPaHUTE KOXHU y4acTbum.

JlokanHu KOPTUKOCTEPOMAWU C aHANOTMYHO AeWCTBME W CTpaHuuHu edektn Ha Hydrocortison 1%
cream, ung. ca Eumovat, Dermatop, Elocom, Apulein, Locoid, Advantan - cream.

IV. CPEACTBA 3A OMEKOTABAHE N NOANBPXXAHE HA KOXATA
EUCERIN - CREAM

Cberae: XvapogobeH KpeM, CbCTosAL ce OT Eucerin aHxnapaT BbB BOAA.

CeoicTBa: I TpoTeKTUBEH U XxuapaTupaly edekT.

MpunoxeHie: KpeMbT TpsbBa Aa Ce CbXpaHsBa B rONSM CbA B XIAAWIHWKA, Tbil KaTO NECHO
rpaHsacBa. HeobxoanMoTO KONMYECTBO Ce 3aToN/IA CyTPUH (HanpuMep Ha BoAHA 6aHA 3a ynecHsBaHe
Ha pa3Ma3i3aHeTo My Bbpxy koxaTta). Cnea 3aTonnsHeTO kpembT TpsbsBa Aa pas3bbpka aobpe ¢
LinaTtyna. HaHacsa ce Bbpxy KoxaTa B TbHbK CNoi 1-2 X AHEBHO.

OXNAQUTENEH KPEM

Cucrae: Lenolin, 40,0, Ol. ricini 20,0, Glycerini 10,0, Ag. Rosea ad 100,0. XuapocdobeH kpeMm C
OMa3HsIBaLIO AeiCTBYE.

CeoitcTBa: dxnaxza v npeanassa koxara.

MNpunoxeHiie: HaHacs ce 1 -2 NbTy AHEBHO, Ha TbHBK CNOI. MoXe fa ce NoKpue ¢ NpeBpb3Ka.
BHuMaHue: [a ce usbarea KOHTaKT ¢ ounTe u nurasuunte!

UNG. ZIN{I 10 % , PASTA ZINCI OXIDI 10 %, ZINCI OIL 10 %

Cocrae: L.MHKOB OKMC BbB BasenuH WM TeueH napaguH. CBOMCTBA: MMa MNOACYLIABALLO,
npeanassailo M oxnaxzaawo Aeicrteue. Mpunoxenue: Macrata ce npunara 1,2 NbTu AHEBHO M ce
roKpuBa C MapneHa npeBpb3Ka, UK Ce HaHaca MbpBO BbPXY NpeBpb3KaTa v cfej Tosa ce nocTass
BbpXY KOXaTa. YHrBeHTa Ce HaHacs Bbpxy koxata 1 - 3 mbTu gHEBHO Ha TbHbK Cnol, a LIMHKoBOTO
OJIMO - HAKONKO MbTH AHEBHO.

LINOLA FIETT N CREAM *Dr. August Wolff

CuCTae: NMHONOBA U OKTageKaAUeHoBa KUCeNnHKW, 6eTakapoTeH, GbCTbYEHO Macno, NAHONWH U 4p. B
xuapopobeH KpeM.

CeoiicTBa: ' JMEKOTSIBa M OCBEXaBa aTpodmnyHaTa Cyxa Koxa.

MpunoxeHitie: HaHaca ce HEKOIKOKPaTHO AHEBHO Npe3 AeHA.

WOLFF BASIS CREAM * Dr. August Wolff

Cocrae: Ecrepu u cBO6OAHU KMCENWHW HA HEHACUTEHWN CbeAUHEHUS B XMAPODUNEH KpeM.

CeoitictBa: lMNpeanasesa koxaTta OT M3CylWaBaHe W OT BAMSIHUETO HA BLHILUHM (aKTOpW, WMa
obnekuaBaiLo U OXNAXAALO AEUCTBME BbPXY KoxaTa. [punoxeHue - noaxoasiy 3a CaMOCTOSTENHO
NPUNOKEHME BbPXY CyxaTa M AexuApaTUpaHa KOXa, KaKTO U KaTO BEXWKYNyM 33 pa3/IUyHW aKTUBHM
cybcraHumi - Clotrimazol, Erythromycin v gp.

LIPOEASIE CREAM *

Cucrae: 70 % macno aucneprupaso B 30 % Bsoaa.

CeoitcrBa: Pexuapatvpa, Bb3CTAHOBABA, 3arnaXaa U OMEKOTABA CyxaTa KoXa W Bb3CTaHOBSBA
6GapuepHaTta n dpyHKUMA.

MpunoxeHite: 2-3 X HEBHO BLPXY aTpohuyHaATa KOXa.

Etanu B ofipaboTkaTta Ha epo3uuTe u paHuTe. MNpeBbP30YHM MaTepuanm

IpwxuTe 3it MEXYPUTE U €pO3NNUTE M3NCKBAT MHOrO BpeMe. ExxeiHeBHO NauMeHTUTe U TexHUTe 613KK
OTAENSIT 3HAYUTENHA YacT OT AEHA B MPUXKUK 3a obwmnpHUTe OTKPUTKU epo3unn. Eposnute Tpsibea fa ce
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MpeBbLP3Ba” BHUMATENHO, Thil KaTo B Npoueca Ha NpeBbp3BaHe MOXe Aa ce 0bpasyBaT HOBU MeXypu
(ToraBa KoraTo npesBpb3kaTa He € Aobpe NpuKpeneHa MAKW ce ABWMXW U TpUe BbpXy KoXaTa).
lpeBpL3KkKUTe CYXAT 3@ MPeAnasBaHe Ha MHTAKTHaTa KoXa OT obpa3syBaHe Ha Mexypu W eposuu
(0cOBEHO BAXHW 3@ NAKTK, KOMEHE U KUTKM); MOKPUBAHE Ha epo3uMTE M paHuTe C ornea no-6bp3o
3apacTBaHe W NpeacTBpaTABAHE PasBUTMETO Ha MHGEKUMM; MpeAnasBaHe Ha NPbLCTMTE Ha pbUeTe W
Kpakata o cpacTBaHusi. OCHOBHM MW3UCKBaHMA KbM MPEBPL3KUTE Ca: Te Aa HEe 3anensaT KbM
paHeBaTa NOBbLPXHOCT U NECHO Aa Ce OTCTPaHABAT; Aa MOMMBAT eKCyAaTa OT PaHUTE U Aa ynpaXHssaT
MoACYLIaBa W, U MO BL3MOXHOCT enuTenuanpaly edekT, 4a ca CTEPUHN.

OCHOEHM 11paBUa Npy NPeBbP3BAHETO Ha PaHUTe
1. CBanaHe Ha cTapuTe npeBpb3ku TpabBa Aa CTaBa BHUMATENHO, OCODEHO KOraTo NpeBpb3KuUTe C€a

3anenHany KbM paHaTta OT paHeBus ekcyaaT (0BMKHOBEHO Npu M3NOM3BaHE HAa MApneHn NPeBpb3ku).
B Te3n ci/yaM oTnensaHeTo MM TpsbBa fa Cce npeaxoxAa OT HaBnaxHsBaHe ¢ M3MoNornyeH
pasTBCP WK Aa Ce W3BbLPILM BbB BAHATA 3@ KblMaHe, B KOATO € NOCTABEeH aHTUCeNTUYEH pa3TBop.

2. MounctsaHe M obpaboTka Ha paHuTe [MOYMCTBAHETO HA paHaTa CTaBa C KWUCIOPOAHa BOAA,
(puanonornu4eH pasTBOp WM APYr aHTMCENTUYeH pa3Teop - 61eaopo3oB pa3TBOpP Ha Kanues
nepMaHraHaT, oTBapa OT faika, cMpaanuka. Mpu Hanuuve Ha Mexyp, NOCNEAHWUA Ce MYyHKTUpa M
CbAbPXKAHKETO MYy Ce eBaKyupa HaBbH CbC CTEpWIHA UrNa, Cnea KOeTo Ce MnpaBu KOMMNpecMBHa
rnpespn3ka, 6€3 pa ce OTCTpaHsABa uunaTta Ha Mmexypa. [pu HanuuuMe Ha OTKpUTa epoaupaHa uau
WHdeKTMpaHa paHa ce noctasa aHTMbakTepuaneH Kpem, KOWTO s npeanassa OT pasBuTUE Ha
6akTepuantia MHpeKUus.

3. W3cywarane Ha paHuTe Mpean nocraBaHe Ha NOAXOAAL, KPEM M NpeBpb3Ka paHaTa Tpabsa aa ce
noacyLum. Hain-aobpe e ToBa Aa cTaBa Noj Bb3AyLIHATA CTPYA Ha cewwoap.

4. NpeBbpiBaHe Ha paHuUTe [TOKPUBAHETO Ha paHUTE MOXE [a Ce OCLLUECTBU YPe3 M3MoN3BaHe Ha:

a) MapneHi4 npeeBpb3ku KuTkMTe M CTbnanaTta Morat Aa ce NPeBbpaT CbC CneunanHu naMmyyHu
pBKaBULM 1M Yopanu.

6) uMnpoevsupaHu 6uMHTOBE OT HapA3aWu vBUMUM M3NpaHo Ha 900 C WM M3FNageHo CTapo, Meko
nocresriHo €envo.

Hepocratbic Ha a) n 6) e, Ye Te3n NpeBpb3KK 3anenBaT 3a paHaTa, TPYAHO ce OTCTPaHNABaT OT Hes U
pa3pyuiaBaT HOBOOOpa3yBaHaTa rpaHynaluoOHHaTa TbKaH, Npu OTNENBaHETO CH.

B) He3anersawmTe nNpeBpb3kn MpeacTaBNsBaT waeaneH BapuaHT 3a NOKPUMBAHE Ha paHUTe, Tbi KaTo
He paspyu.aBaT HoBoobpasyBaHaTa rpaHynauuoHHa TbKaH NpU OTCTpaHsBaHeTO WM. TakuBa ca:
Adaptic - MapneHu npeBpb3KKM NPONUTK C YHrBeHTH; Melolin - He3anensawm Npespb3KK, U3rpageHn ot
pasnosioXeH OT eAHaTa MM MNOBBLPXHOCT nonuectepeH ¢unM U NpecoBaHn NamyyHW BNakHa, KOUTO
abcoptivpart paHeBus ekcygat.; Allevyn - cunHo abcopbupalua, nonvypetaHoBa npeBpb3ka, YCKOpsiBa
npoueca Ha 3a3apaesBaHe Ha paHuTe; Bactigras - aHTMcenTMuHa npespb3ka; Granuflex -
XMAPOKO/CIMAHA NPEBPBL3Ka, OCUIypsiBalla Bna)xHa nevebHa cpefia 3a 3a34paBsBaHe Ha paHaTa.
MapneHuTeé nNpeBpb3KW, WMMNPErHMpaHn C YHrBEHTH, U OCBLIECTBABALUTE KOHTaKT C paHaTta
maTepuany He abcopbupaTt paHeBusl ekCyAaT, HO NO3BONABAT NPOCMYKBAHETO My Mpe3 CbCTaBAlmTE
' HUWKK., Bbpxy TaAX e HeobxoauMo aa 6bvae nocTaBeH abcopbupaly ekcyaata npeBbp3oueH
MaTtepuan.

OCHOBHO W:3MCKBaHe NPU NOCTaBAHE Ha NPEBPL3KUTE € Aa Ce U36ArBa TPMEHETO UM BLpPXY KoxaTa. Te
TpsabBa Aa 6bAaT A0Gpe 3aKpeneHu, KaTo CbLUEBPEMEHHO He Ca MPeKaneHo OTMycHaTW, 3a Aa ce
U3bArke TFXHOTO CB/IMYAHE, HUTO Aa Ca MpeKaNeHo CTerHaTh BbpXy TAnoTto. OcobeHo nonesHu 3a
3aKPEriBaHe Ha NPEBPBL3KMTE Ca UMPKYASIPHUTE MPEXEHU NACTUYHU BUHTOBE,

KpaTko onvicaHue Ha npesbp30o4HUTE MaTepuanu:

MMNperHyipaHn ¢ YHrseHTU Map/ieH!U NPeBPb3KMU

Adaptic * Johnson § Johnson

[MponnuTi C eMyncus Macsio BbB BOAA, Map/ieHn NPeBpPb3KK, KOUTO He 3aienBaT KbM paHWTE M 3aToBa
Mpu TAXHaTa CMAHa rpaHynauvoHHaTa TbKaH He ce yspexaa. M3nons3saTt ce B KOMBMHauMA C
abcopbmpaium Matepuann M ce NPUKpensT No CblUMs HAYMH KaTO oOCTaHanutTe npeBpb3kn (C
enacTviyHu 6uHToBe).
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Bactigras* :mith and Nephew

AHTUCENTU. HU MapneHu npespb3ku nponutu ¢ 0,5% Chlorchexidin acetat, uMnpersupanmn ¢ napacguH,
He 3aNenB:T 3a paHaTa, rnpeanassaT A OT GakTepuanHa WHpekuus. MpovsBexaaT ce B pasnyHu
pasMepu.

BAu3awm i3 KOHTAKT C paHaTa NpPeBpPb3KU

Mepitel *Mcinlycke

MapneHu T11peBpb3KM OT TMOAMAMUAHW BJIAKHA, MNOKPUTU OT BOAOCOTOMBLCKBALY CWJIMKOHOB ren.
Mo3BosisiBaT U3NapeHWeTo Ha BoAaTa W MOAKBPXKAT BMAXHOCTTA Ha KOXaTa. He 3anensat 3a paHaTa.
WsuckeaT v3nonssaHe Ha abcopbupaly MaTepuan BbpxXy Npespb3kaTta. HamupaTt npunoxeHue npu
NEYEHVETO Ha YWUCTU FPaHysIMpalLy paHu.

Hesanensawm a6copbupalyu NpeBpb3KU

Allevyn *Smith and Nephew

CunHo abcopbupalla, M3rpageHa oT Tpu Cf10A Hesanensalwa NoNWypeTaHoBa MPeBpPb3Ka, YCKOpsiBa
npoueca Ha 3a3apaBsBaHe Ha paHWUTe, NecHa 3a MaHUNynaummu, Meka n yaobHa.

XnApOKOJSIOUAHU NPEBPDL3KN

Granuflex* ConvaTec - xupapokosomaHa NpeBpb3Ka, OCUrypsBalla BlaxHa nedyebHa cpefa, KosATo
cnocobcTBe 3a O4YMCTBAHETO Ha paHata oOT  YBpeAeHW TbKaHHWM eneMeHTH, CTuMyaupa
pereHepaTyBHATE NpOLECK U A Npeanassea, AeMCTBalKK kaTo aHTubakTepuanHa 6apvepa.

MamyuHn 'y6ynapHu enacruuHu 6uHTOBE
Tubifast *Molnlycke 3a nopnvpxaHe n komnpecusa. Cohctas: 80% naMmyk, enacTvH u nonunectep.
OTpsAsea ce € xenaHata Ab/mMKUHa U ce noctaes noj ¢dopmaTta Ha vopan Bbpxy u3bpaHaTa 4acT oT
TANOTO, Kb/EeTO ce Hamupa obpaboTeHara, NOKpuTa C He3anensawa npeBpb3ka paHa. MNpounssexaa ce
noa ¢oOpMéTa Ha pyna C Ab/MKMHA 25 M CbC 7 pasnUuHKM LWMPOYMHKU - 33 Aela W Bb3pacTHW, 3a
rOpHUTE, AONHUTE KPaMHULK, KNTKUTE U TOpCa.

Mapns - matepwan, npousseaeH ot 100 % namyk. M3nycka yactvuu v 3anensa KbM paHesaTa
NOBbLPXHOC!, HE BUHArM € CTepuneH. AKO Ce HaMaXxe C KpPeM WAW YHIrBEHT npeaBapuTesIHO He
3anensa. [ponssexaa ce B pa3nuuHu pasmepu.

MaMyudy [bKaBMUM - NpeAnasBaT KoXaTa OT pasyecBaHe U 3aAbpXaT NpPEBpPbL3KU U MEXSIEMM.
MaMyuyHy p'bKaBUUM C eMH NMPLCT - NOAXOAALLM Ca 3a Mankv Aeua v noapacTeaww. Mpeanasear ot
pasyecBaHE M 3a4bpXaT NPEBPb3KU N MEXNIEMN BLPXY pbueTe.

ANTrOPMUT M 3A JIEMEHUE HA PAHUTE NPU NALMEHTY C BYJIO3HA ENUAEPMOJIN3A

1. WHTAKTHUTE Mexypu ce obTpuBaT CbC Sp. vini 75 0, cnea KOeTo Ce MyHKTUPaT BHUMATENHO CbC
CTepuiHa virna 1 CbAbPXXMMOTO UM Ce eBakyupa. Hanara ce KoMnpecvBHa CTepunHa npespb3ka.

2. AKO Me)ypbT € C HapyleHa UsnocT u ce e obpasyBana epo3us, nocnegHata ce MOYWUCTBa C
¢dunanonorn4eH cepyM u ce Tpetupa ¢ aHTubakTepuaneH nokaneH npenapat (Flammazin crem, Fucidin
cream, Baciroban, Chlorchexidin - cream, Baneocin - ointment, Erythromycin - ung.). MNokpuea ce cbc
CTepusiHa, He3anernsalla KbM epoavpaHata noBbPXHOCT npeBpb3ka (Melolin, Bactigras, Adaptic,
Mepitel).

3. AKO Ha 1SCTOTO Ha MpeAalecTBalla epo3ns Ce e pa3Bun Bb3nanuTeneH npouec 1 ce e obpasysana
TpyAHC3a3/ipaBssalla paHa ce npunaraTt CiefHUTe JIOKasHU MeAUKaMeHTH:

- NpW Hannuyue Ha HeKpos3a - HekponuTuyeH npenapat (Iruxol - cream, IntraSite gel) go nbnHO
NOYMCTBaH: Ha HEKPO3aTa, CJIe[] KOeTO paHaTa ce TpeTupa C aHTubaKTepuaneH KpeM 1 ce NpeBpb3sa
C XMApPOKOJIoMAHa npeBpb3ka (Granuflex).

-npu  Hankyne Ha obuneH ekcyAaT ce B3eMa npoba 3a MUKPOBUONOrMUHO U3CneaBaHe U
aHTnbyiorpiMa; paHata ce 06paboTBa C NIOKaNHM aHTUOaKTepuanHW CpPeacTBa WU Ce MOKpUBA CbC
cunHoebconbupalla nonuypetaHosa npesBpb3ka - (Allevyn) wam  xuapokonougHa npeBpb3ka
(Granuflex’.

18




4. 3a cTMMynMpaHe enuTeNnu3auuaTa Ha paHuTe ce U3MON3BaT eNUTENOTOHUYHKN cpeacTBa - Hyaluricht
- sol., Solcoseryl - gel 10 % ung. 5 %, Actovegin - gel 20 %ung 5 %.

5. 3a ja ce u3berHe ceHcbunusaums ¢ 6akTepyanHUTE anepreHn U ek3eMaTusauus, KoXxaTta OKOMOo
epo3usiTa MM paHaTa ce TpeTupa C KOMOMHWUPaHW, CbAbpXalyn KOPTUKOCTEPOMA W aHTMBMOTUK
(xmMmoTEpianNeBTUK) NokanHu npenapatv - Diprogenta - cream, Fusicort - cream, Triderm- cream,
Lorinden C - cream.

6. MosBsB: WKMAT Ce B Npoleca Ha 3a3jpaBsBaHe Cbpbex Moxe aa 6bje OBnafsiH Ypes npunaraHe 3a
KpaTKC BPEMe BbpXYy KOXaTa Ha JIOKaNiHW KOpPTMKOCTEpPOMAU C Meko aencTsue - Hydrocortison - cream,
Locoid cream, Elocom cream, Apulein - ung., Advantan - cream.

7. 3a nopafm-pxaHe Ha aTpouuHaTa KoXa Ha LUsSnoTo TSNOo ce U3NoN3saT Npenapatu ¢ UHAMGMEPEHTHO
NpoTEKTUBHO JIOKANIHO AeicTBue - Linola Fett N crem, Wolff basis crem, Lipobase - cream, Eucerin -
crem, oxnaguTeneH KpeM.

1. Hopoanosa M. Meouyuncku menudxcmvnm na 6onnume ¢ Epidermolysis Bullosa
Hereditaria. Meouyuncku npecned - MeOuyuncku MeHUONCMBHM U 30PA6HA
no.umuxa, 2001, 32(3): 1-50.

2. Jumumposa B., Tocnoounos J]., Hopoanoea H. Kauecmso wna ocusom ¢
oepmamonozuama. [epmamonocus u Beneponozus 2008, 46 (1): 15-21.

3. Hopoanosa H., Tpawnuesa M. Jlevenue na spodenama 6ynosua enudepmonusa. GP-
news 2002, 3: 16.

Mons, nooxveneme ungpopmayusma 3a aneopummume 3a pexadunumayus Ha 3aborseanemo 6 Eeponenickus
CBI03 € OaHi: Y OM HAYYHU nyOaukayuu om nocreoxume nem 200unu. bBubnuocpagpckama ungpopmayus credsa oa
&v0e ogop.1ena 6 cmun Bankysvp. Mons, npuioxceme NbIHOMEKCMO8 6APUAHM HA YUMUPAHUME HAYYHU
nybrukayuy

B Mpunox:Hue N2 1002/082015 npeacraBaMe NMbAHOTEKCTOB BApUaHT Ha MexayHapOAeH KOHCEHCYC
,Hai-fobpin npakTukK", ,Hacoku 3a rpmxa 3a koxarta v paHute npu 6ynosHa envaepmonusa® (Denyer
J, Pillay E.

Best practize guidelines for skin and wound care in epidermolysis bullosa. International Consensus.
DEBRA, 2012.)

Anroputiii 3a mpociieasiBaHe Ha 3200/1ABAHETO

[Ipunoxceni [Jokymenmayus.

¥ cao:xHe aus Ha 3a6oasBanero 6

Mexypn 110 K0xkaTa, pAHH H PaHeBa HHPEKIHA

IlepuoauHO nosiBsABalUTE c€ MEXypH H oOpa3yBalllUTE Ce€ Ha TIXHO MSACTO €pO3MH ca
BXOZEA B)ara 3a pa3diuyHu OaktepuamHu uHbexuuu. WHbpexnusara ynpikasa ¢asara Ha
THKAaHHO 13b3CTAHOBSIBAHE, 3aTPyJHABA KOXHAaTa ENUTEIM3alus W BoAau 10 obOpa3yBaHe Ha
ITMKaTpuK U, bakrepuanaute TokcHHM OT CTadunokokd 1 CTPENTOKOKH MPEeAU3BUKBAT OTOK,
KbpBEHE, CcTHMyaupar ¢ubpobnacTHa peakiss H  YBpPeXIaT THKAaHHUS KOJAreH.
OOpazyBa1iusg ce B MOCJIEACTBHE IIUKATPUKC BOAM A0 KOHTpaxupaHe HA THKAHUTE M JIO
CepHO3HHU JaedopMalliK ¢ HapylIeHHs BbB (YHKIHUTE HA 3aCETHATHTE OONACTH OT TSIOTO -
aMue, AMCTATHY 9acTH Ha KpalHULIKMTE, CTaBH, JIUTABULIA.

Hedopmaiuun Ha CKeJIeTHO-MYCKYJIHATA CHCTEMA
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Mexypute (cnenuanHo Te3w mpH IucTpoduuHute Eb-manyeHTH) mo-4ecTo 3a3apaBsBar C
aTpodHyYH 1 IMKATPUKCH, BOJEIN 10 (GYHKIMOHAIHU yBpPEXKAaHHs Ha 3aCErHATHTE CTaBH U
Myckymd. I'e 3acsirat Hali-4eCTO KHTKUTE U NMPBCTUTE, TIIE3EHUTE, CThIIAJIATa U 3aTPyAHSABAT
CHJIHO [ UTaTETHUTE BB3MOXKHOCTM Ha OosHuUTE. OCOOEHO TEXBK € MEepHOABT Ha
ITPOXOIK/IaHE Ha AellaTa, Korato Te najat ¥ ce HapaHsBaT. CHJIHaTa Tpakiys IpU BOJEHE 3a
phKa, MOX€ Jia JOBeJe 10 OXJIy3BaHE Ha IOJIEMH Yy4YacTBIM OT KOXKaTa Ha pbKaTa. BpHIIHUS
BU/]I Ha MalMeHTa MOXe Ja ObJe 3acerHar OT 3arpo3siBallluTe [UKATPUKCH.

[ukaTpu31ipaHeTo W HENPaBHJIHOTO 3apacTBaHE HAa €pO3UUTE Npu OOJHUTE C TpaHU4YHA H
mucrpoduina popma Eb Moxe na mpenusBHKa pa3BUTHETO Ha CTaBHH KOHTPAKTYpH.
I{ukatpu3iipaHeTO BOJM 10 MYCKYJIHA aTpo(dust U CKbCSIBAaHE HAa CYXOXKHIIMATA, KOETO 3aeTHO
¢ OOJIEUTE OT paHUTE NPHYMHABA U3KPUBsBaHE U 00E€3[BH)KBAaHE HA €JHa WUJIM IOBEYE CTABH.
Pesymrar oT TO3M MpolleC € OrpaHUYaBaHETO B IIOJBXKHOCTTa HAa TOPHUTE U JOJHH
KpaiiHAIW bBosHHTE ce OBMXXaT C MOJYCBUTH KOJIGHE M Ta300€IpeHHU CTaBH, a IJIe3eHUTE ca
NpUYuHa sa ocoOeHaTa NOXOJKa ¢ MaJIKH CTHINKH. [lo3ara m moxonkara Ha HAIMEHTHTE C
pelcdBHO yHachensBaHus Tun guctpopuuna EB nocteneno ce mpomensT. Pamenere u
rjaBaTa C: H3BHMBAT Hampen, oOpa3dyBa ce rudyc, a JaKbTHUTE, KOJCHHUTE U IJIE3EHHUTE
CTaBH ce pa3rbBaT HENOCTAThYHO.

CpacrBar e Ha IPbCTHTE HA pPblieTe H KpaKaTa

ITpu auctpoduunuTe popMu Ha 3a00ISIBAHETO MOABMKHOCTTA HA KpalHUIIMTE MOXe 1a Oblie
3aTpyJIHEEA MOpaJy CpacTBAaHETO HAa MPBCTUTE Ha pblieTe W Kpakara. To ce mpUuYMHABA OT
I[UKaTpU3ipaHe HA Ko)KaTa, KOeTo "CJIMBA" NPBCTHTE €IUH ¢ ApYyr. To3W mporec Moxe aa
Obae 3abaBeH upe3 NMPEBPBH3BaHE HA NPBCTHTE MOOTICIHO. XHUPYPrHYHOTO UM pasjieisHe
CJIE TOBA € TPYJAHO M3MBJIHUMO, ThH KaTo eNUTEIN3alMaTa Ha CTPAaHUYHUTE MOBBPXHOCTH €
BJIOII¢HA OT caMoTo 3aboisBane. [Ipy HempaBHIIHO JieYeHHE NPOLECHT HA CpacTBaHE
MpOTpCU[)a U Ce AOCTHra 0 Pa3BHUTUETO Ha SICHO M3pa3eHa CUHIakTWiIus. Jluncara Ha
JIBIDKEHUS! TTopaan OofiKaTa U CHHIOAKTHIIMATA U MHCY(QUIIMEHTHOTO XPaHEeHEe JIOTPHHACHT 3a
Jekamiu¢akanys Ha KOCTUTe W MHAKTUBUTETHA MycKynHa aucrpodus. [lopamu toBa mpu
Haif-Texxk:ta opma Ha Eb dystrophica ppuere no6uBar BuA Ha "OOKChOpPCKa phKaBHNA' U
ryost dhyHKIIMUTE CH.

YBpe:ikaaus HA TUraBHUHTE H CTOMAIIHO YPeBHHUA TPAKT

[Topazm riporpecupalio UMKaTpu3UpaHe Ha KoxaTta mpu auctpoduunute dopmu Ha EB, B
YCTHHTE 'LIJIH C€ pa3BUBa MUKPOCTOMHS (HaMalleHWE HAa yCTHHUSA OTBOp) .Ts orpanuyaBa
IIPOTPECULHO OTBApSIHETO HA ycTara M MOXE Ja 3aTpyAHsBa IPUEMAHETO HA TBBbPIU XpaHH,
BIOINABA XHTHEHATA HA YCTHATa KyXMHAa M Ch3JaBa MpoOJieMd MpH JICYEHHETO Ha 3bOHTe.
OG6pazyBaiieTo Ha MEXypH B YCTHAaTa KyXHHa M JIMTaBHIaTa HA XpaHOCMMJIATESIHUS TpPakT €
Xapakrepra 4yepra Ha peuucuBHara auctpoduuna EB. Ilpu HenpaBmiHa nukatrpusamus To
MOXe Ja Npeau3BHKa cpacTBaHe W (PUKCHpaHE Ha e3WKa KbM IOJa HAa YCTHAaTa KyXHHa
(ankmtornocus). CkbessBaHeTO Ha (¢peHyldyMa 3aTpydHsBa rosopa. HamanssaHeTo Ha
CIIIOHYEHATa CEKpEIs, Mopaan arpodus Ha yCTHATa JIMTaBHIIA YCJIOXKHSABA MPHEMAHETO Ha
TBBpPJA XaHa W OrpaHHWYaBa €CTECTBEHOTO IIOYMCTBALIO JACHCTBHE HAa CIIOHKAara BBPXY
3p0uTe. (VOpasyBaHEeTO Ha MEXYpPH M TPYIHO3a3JpaBsBallld €pO3UHM B XPaHONpPOBOJA Ce
rocyienBa oT GOpMHpPAHETO Ha aTpoUUHU LIUKATPUKCH U cTeHo3a. Haii-uecTo ToBa 3amouBa
OT TOPHaTa YacT Ha XPaHONPOBOJA, MPUYHMHABA CIa3bM M MOHSIKOTa BOAU 1O IMbJIIHATA MY
obctpykiiis. CnazpMbT Ha XpaHONpPOBOJA NPH HAKOM OONMHM Tpae ¢ 4YacoBe. Toif e mo-
WHTCH3UBH CYTPHH, KOTaTo T€ HE MOTarT Jla IoeMarT JIOpH [NIbTKa BOJIa, U Ce MPEOI0JISIBa €Ba
BeYyep, Korato 3amoyBaT JAa ce xpaHar. Ctura ce 10 3aTpyJHEHMsT U HEBB3MOXHOCT 3a
XpaHeHe, <aKTO H J0 acHupalys Ha XpaHa U PUCK OT pa3BUTHETO Ha MHeBMOHMS. [loHskora
TOBa HaJlara HOCTABIHETO HA racTpajiHa COHJIa, 0COOEHO NPH KbpMayeTa U MaJIKH Jela, mpe3
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KOSATO XpaHara €€ BbBECXKIa AUPCKTHO B CTOMAaxa. [Tbnnara 06III/ITepaLII/IH Ha XpaHOIIpOBOJAa
HaJiara MocTaBIHETO HA racTpoCcToMa (TpLGia, KOsITO C€ BBBEKA MPE3 CIICIITHAITHO HAllpaBCH
OTBOp B C’I‘OMaXEl), gpe3 KOATO C€ OCBIUICCTBABA XPAHCHETO.

Ilopaskenius Ha ounTe

Ilaimenture ¢ penucuBHa auctpoduuHa Eb npu kouto ce mnosBsABaT Mexypu 10
KOHIOEKTH 3UTE HOCAT PHCK OT pa3BUTHETO Ha OYHHM YCJIOXHEHHS: CpacTBaHE Ha
KOHIOEKTH BUTE (JIMI'aBHMIATA, KOSATO MOKPHUBA OYHAaTa A0bJKa) ¢ Kienadyute (synblepharon);
obpa3yBaH: Ha KOpPHEAIHH €pO3HH (0COOEHO 4eCTO B paHHA JeTcKa BB3pacT). Te3u Ha MPBB
norae;l Manky AedeKTH Ha pOroBHIATa, ako HE 3a3ApaBesAT 3a KpaTKo BpeMe JOBEXKAAT 0
¢ubpo3a ¥ KOpHeanHa JeBKOMa , KOUTO MOTAT Jja 3aTPYIHAT 3PEHHETO.

IIpoGJiemMu cbe 3b0HTE

3v6ute Ha EB - naunentute Morar aa 6b1aT ¢ aOHOPMHA CTPYKTYpa (IUCTpOhHYHK) U AOpH
HSAKOU OT TSAX Ja JUIcBaT. [[eHTHMHA u/uinM eMailibT € HeKayeCTBEH, MOpaaH KOETO 3h0uTe
4ecTo c€ 4YynsT. | eHeTHuYHaTa HENBJIHOLEHHOCT, W3MOJI3BAaHETO HA CJIaJKH HAmUTK{ 3a
KOMIICHCH|)aHE Ha KallOpUHHHMA AePUIIMT MU HEBH3MOXXHOCTTA 3a IOYHMCTBAHE HA 3HLOMTE
M3IUT0 - Opajd OrpaHMYEHOTO OTBApsHE HAa ycTara M YYBCTBHTEJHOCTTa Ha oOpajHaTa
JUraBHIa, MpeapasnoyiaraT KbM oOpa3yBaHe Ha Kapuecd. 3b00JICUYCHHMETO H3HCKBa 00Ina
aHecTe3Hsl.

IIpo6siemMil ¢ HOKTHTE

[Ipu Eb simplex cien mosBa Ha NOJHOKBTHH MEXYpH, HOKTUTE MOTaT Ja ONajaT, HO Clel
TOBA C€ BL3CTAaHOBABAaT. Moxe 1a ce HabmonaBa HOKbTHA AUCTPOQHS, 10 OHUXOTPHGO3a.
Ilpu rpanrunara u qucrtpoduuna popmu Ha Eb HokTuTe Morar na Ovaar auctpoduynu. B
Hall-TeXKETE CIOydal c€ CTura [0 IIbjJHAa JIMIIca Ha HOKTH  (AHOHHXHS).

OnjeliMEABaHe

Ilpu rpanivynata u guctpoduuna Eb kocata e psaka, KocMUTe ca JUCTPODUYHH - THHKH,
4yIIMBsH « HaMaileH Oascek. C BB3pacTTa KocaTa IIOCTENEHO Ce pa3peXkia M MOXe Ja ce
CTHTHE JIO TBJIHO OIUICHIMBSIBAHE, KOETO Hajara HOCEHETO Ha IepyKa.

IMaToniorus na YHI'

Tlopasennara Ha YHI' 3acgrar npeaumHo nuctpoduuyHute W rpaHudHd Gopmu Ha EB u
Morar Ja ¢e MposiBABaT C pa3jIMYHH CUMIITOMH — KaTo cyiab WiM Jipe3raB BUK Ha 6e0eTo, OTOK
Ha MEKHMT¢ THhKaHHM, MEXypH B pa3iMYHM HacTH Ha JUXATEeIHUTE IbTHINA, yieOelsBaHe M
CpacTBaHE Ha IJIaCOBUTE BPB3KU. EHO OT CEpHO3HUTE YCIO0KHEHHUS € CTECHIBAaHE HA TOPHUTE
juxateaHy neTvima. OcBeH TOBa, ¢ MOBMILIEHA YECTOTa C€ cpeliar u Hecneluduudu 3a Eb
3a00J1sBaH 451: Bb3MaJICHUE HA CPEJHOTO YXO, 3aryda Ha ciiyXa, pUHHT.

IlopaskeHiis1 Ha APYrUTE CUCTEMH

EnHO cepito3HO yClOXKHEHHE € ChbpAEYHOTO 3aboJisiBaHE KapJHOMHOINATHS, KOETO 3acsra
ChpAeUHHS MYCKyJd. JlepuuuT Ha MHKPOCTEMEHTH M XPaHHTEIHH BEIIECTBA, XPOHHUYHH
aHEMHH, YCJIO)KHEHUS OT BUPYCHU M OakTepuatHd HHPEKIMH ca 4eCTO CPELIaHH B XKHUBOTA Ha
nanueHTle ¢ qucrpoduyna u rpanndHa ¢popma Ha EB. [pu TsX chIo ce cpeina naroaorus
Ha INHKOYHO-IIOJIOBaTa CHUCTEMa — CTEHO3a Ha ypeTparta, MOBTApAIIM ce HH(EKIHH Ha
NUKOYHHMT: I'bTUILA, IPU MoMYeTara - ¢umosa. B pesynrar Ha mpoOieMHTe ¢ KoKata U
CTOMAILIHO -UPEBHHS TpPakT, 4YeCTO CpEUlaHH ca XPOHWYHA aHEMHs, OCTeomopo3a H
OCTEOTEHHSI.
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(Du3nyeci:o UITOLEHHE

[Mammenture ¢ qucrpoduuna Eb decto ce wyBcTBaT m3nyeckn M3TOIEHH W YMOpPEHH. 3a
TOBa JIOI pHUHACAT HENpeKbCHATHTE OO0NKH, (GUINYESCKUAT JUCKOMPOPT H aHEMHATa,
BIOMICHUST Topaaud cbpOexa CHH, JIANCAaTa Ha EHEPrHs MOpaid HEBB3MOXHOCTTA 3a
OBIHCIIEEHO XpaHeHe. OHU3NYEeCKOTO HU3TOLICHHE BOAU JO pPa3sAPasHHUTEIHOCT, JIOIIO
HacTpoeHie, TPYOHO CBCPEAOTOYABaHE, YYBCTBO 3a OE3MOMOIIHOCT, O€3HAAEKHOCT,
HHTpaBepTHpaHocT. To HaMassIBa KOHLIEHTpaUUATa Ha BHUMAHHETO M CHIDKABa HMYHHUTETA Ha
OonHuTE.

AHeMmust

BonuniHcBOTO MaieHTy ¢ rpaHuyHa u auctpoduuna Eb passuBar anemus. Ts 0OHKHOBEHO
ce OBDKM Ha JeQHUMT Ha Keisa30 (pe3yaTaT OT yBpeleHara BB3MOXKHOCT 3a XpaHEHE M
BEPOSATHO HamasieHata abcopOLus B raCTpOMHTECTHHATHHUS TPaKT). XpoHU4YHATa 3aryba Ha
KPBB, TbKaHHH TEYHOCTH U OENTHUYMHU OT PaHEBUTE MOBBPXHOCTTH M PEIHIUBHPAIIATE
paHeBH HE QEKLHUU MOraT ChIUIO Ja NPEeIU3BUKAT pa3BUTHETO Ha aHEMUS U XHUIIOTIPOTCHHEMHUS.
B ciydaure, Koraro aHeMHsTa € NpOAbKATENHA, € MPETOPHUUTEIHO 3aMECTBAIIIO JICUCHHUE C
’KEJIE3HU TIperapary, a B TEXKUTE ClIyyau oMara eIHHCTBEHO KPBBOIPETHBAHETO.

Heon.nacru4na gerenepanus

Tst MOXe j1a HACTBIIM OTHOCUTEIHO PaHO BbPXY MeCTaTa Ha XpPOHUYHH, TPYJHO3a3IpaBsBAIIH
1 uHGEKTIIpaHd PaHU 10 KoXaTa u JuraBuiuTe. B 61 % oT BCHYKYU MAlHCHTH ¢ PELHCHBHA
quctpopruHa EB Mexnay 20 u 40 rogumHa BB3pacT ChIIECTBYBAa OMACHOCT OT pa3BHe HA
IUIOCKOKJICTBYEH KaplMHOM. Tol HOCH 3acTpaluaBaill )HBOTa pucK. [IpennneknnoHHu MecTa
ca TWIBT, TOPHHUTE, JOJHUTE KpalHHIIM, JIMraBUIlaTa Ha ycTara, €3UKHT M TOpHATa 4acT Ha
racTpOHMHTeCTUHAIHHUSA TpakT. Thil KaTo yBpeaeHaTa KoxXa U XpOHUYHUTE TPYIHO3apacTBAIIH
paHu ca NpeapasnoiaralyisaT TEPEH 3a Pa3BUTUETO HA CIIMHOLIENYNapeH KaplHMHOM, TSIXHOTO
aJIeKBATHC U HaBPEMEHHO JI€YEHHE OT CHEHAJIUCTH MOXE Ja MNpeJAOTBPaTH HETOBOTO
Pa3BHTHE.
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AJropHuTNH 32 pexaOHIHTALHA HA 3200/19BAHETO

KuHe3suTepanus u pexabuwnurauuns npy naumeHTu ¢ ancrpoduuHara copma Ha EB

3apasuTe xi)pa HAaTOBapBaT eXefHEBHO CTaBUTE CUM M He CM HanaraT NoKoKW, OCBEH aKo He NOYyBCTBaT
6onku npu ,18MxeHune. ObcroaTencTsoTo, Ye HonesHeHuTe Mexypu npu EbB ce nokanuanpar Hak-yecTo
OKOMO CTakuTe, NpuHyxAaasa 6onHUTE fAa OrpaHnyaBaT ABWXKEHMSATA CcW. Jluncata Ha aKTUBHM
ABWXeHUA Hapywasa TpoduKaTa Ha CTaBHUTE BPb3KM M MyCKynuTe. TO3n npouec ¢ roAMHWTE CTasa
fpMYMHa 31 CKbCABAHE HAa CYXOXWAMATA, 3@ HaMmanseaHe NOABWMXXHOCTTA Ha CTaBUTE /10 MbAHA
nmobunmnzaims. Poautenute U MeMUMHCKUAT NEPCOHan B XEenaHusiTa cu Aa npeanasar geuara oT
yoap v HapaHaBaHe, OT MNoABAaTa Ha HOBM MEXYPM Oule MoBeye AOMNPUHAcAT 3a 06e3BMXBAHETO Ha
peuara ¢ Eb.

KuHesvwTepanuaTa ce npwiara 3a nNpeofonsiBaHe Ha ABUraTeNiHUTE HapYLEHUs, MUKPOCTOMUATA,
3aTpyAHEHKsITa B MbATAHETO, 3@ MOCTUraHe Ha NPaBUHO TENoAbpXaHWe W Noxoaka, nopobpsisaHe
KAuyecTBOTC HA >XMBOT W E€MOLUMOHA/IHMA TOHYC Ha nauueHtuTe. [pyU M3roTBsHE Ha npuMepeH
KMHE3WTepaneBTUYEH KoMnfiekc Tpabea Aa ce B3eMaT npeaBua ocobeHoCTUTe Ha 3aboNsBaHeTo,
KOWTO Ce 1i3pa3sBaT B NIeCHa PaHWMOCT HA KOXAaTa M HanuMuuMe Ha KOHTPaKTypW, 3aTpyAHsBawu
DBWXEHUATA Ha kpaiHuumTe. Mo Tasu npuumHa ynpaxHeHusaTa Tpsbsa aa 6baaT cucTEMaTM3UPaHU
He NO MYCK\MHKW rpyny, a no u3xoaHata no3uumus Ha TSN0TO U KpalHUUKMTE, C Oornel NauneHTbT 4a He
NPOMEHS YECTO CBOETO nonoxeHue. MNopaan obcToaTeNcTBOTO, Ye HalW-yBpeAeHH OT 3aboNaBaHeTo ca
ManKuTe C'aBM Ha KpaWHUUMTE, MNPEASIOKEHWUTE YNPaXHEHWUS aHraXxupaT Han-Hanpeg ronemute
CTaBK, CNej], KOETO MOCTENeHHo BKIo4YBaT MankuTte. OCHOBHMTE 3ajauu, KOWTO Ce MpecneasBat C
M3MbAKEHNETO HA DU3NYECKU YrpaXKHEHNs ca:

1. YBermyaiaHe Ha MyckynHaTa maca.

2. lMpepoTEpaTaBaHe 0b6pa3lyBaHETO Ha CTABHW W MYCKY/IHU KOHTPaKTypu WAW MpeoAonsiBaHe Ha
CbLUECTBYBE LN,

3. Nopobpsi3aHe Ha THKAHHOTO XpaHeHe M obeMa Ha CcTaBHaTa NOABUXHOCT.

4. bopfia ¢ MHaKTUBUTETHATa MYCKyNTHa aTpodua Npy NaUMUEHTH C TEXKM (hOpMU Ha aAucTpoduyHa EB.

MNpUMEpHUSIT KMHE3UTEepaneBTU4EH KOMMIEKC TpsabBa Aa BKIOYBA YNPaXKHEHUS 33 WKNATA W NULETO,
32 TANOTO il KpaHUUUTE OT pasnuyHU U3XOAHW MO3NULUM - OT TUIEH U CTPAHUYEH Ner, OT CTOeX, OT
CeAeX Ha (TON, OT BOAOpaBeH HakIOH. Tpsbsa Aa 6bae CMasBaH MPUHUWMNBLT HA NOCTENEHHOCT B
WHTEH3MBH(.CTTa Ha HaTOBapBaHETO. YNpaxHeHuaTa Tpabsa Aa 6baaT u3nbiHABaHW 6aBHO, C MbAHA
aMnIMTyaa M nNpu  Bb3MOXHOCT C My3uKkaneH CbnpoBoAd. Pe3yntatM OT NpUOXKEHWETO Ha
KWHE3NTEPANEeBTUYHUS KOMMMEKC - NPeofoSIABAHE Ha [ABWUraTeNHWTE HapyLUEHWs,, MOCTUraHeTo Ha
NpaBuiHO TeNoAbLPXKaHWe U NOXOAKA, NPEoAONsBaHe 3aTpyaHEHUATa B Mb/ITAHETO U MUKPOCTOMUATA -
moraT jda EbAaT NoCTUrHaTWM CaMo MpWM PaHHO 3amovHaTU U eXeAHEBHO NPOBeXJaHW 3aHUMaHusA. B
KMHE3NUTepaneBTUYHWUA NNaH MoraT ga 6bAaT BKIIOYEHM OLje: YMEHMSl 33 CTaTUHHO CbKpalleHue Ha
MYCKY/IHU ['JYNW Ha FOPHU U AONHWU KpalHULM, WWHMPpaHe Ha KUTKUTE NO BpPEME Ha CbH; obyueHue B
6UTOBM Aei HOCTWU- XOAEHe, KadYBaHe W CM3aHe No CTbibu,06yBaHe, CLOyBaHe, cAnaHe, KIsSIKaHe W
Ap., NpUyYEaHe KbM MOrMINCKO AMLLaHe,

C MHOro rpuxu, ycunus, BpeMe U CpeAcTBa, OT HOBOPOAEHOTO KbpMaue ¢ bynosHa enuaepmonusa
M3pacTBa Cb3HATENEH YOBEK, MbAHOUEHEH B CBOETO WHTENEKTYaNHO U eMOLMOHANHO pasBuTHe, C
XenaHue Ad XUBee KaTo OCTaHanuTe 34paBu Xopa, KOMTO ro obkpbxasaT. ExxegHeBHO Toi TpsbBa Aa
Ce Crnpasd C U3NCKBAHWATA Ha exeaHeBHMs 6UT u obuuyaiiHMTEe BCEKMAHEBHM [ENCTBUA, KaTo ce
CTpemMu Aa 1ana3u CBOSiTa CAMOCTOSATENHOCT; Aa Ce 3aluTaBa OT BCMYKM 3a00MKansLmM ro ApasHUTenu
- TOM/MMHA, CTbHYEBA CBET/IMHA, CTYA W MexaHW4HW Bb3AENCTBMS, Aa NOAAbLPXA W YKpersa
ABUraTeNHaTa CM aKTUBHOCT. HenpekbcHaToTO 06pa3lyBaHeTo Ha Mexypy Mo KoXaTa, MHdeKTMpaHu
paHu, 6onrata, cbpbexbT M Genesute BOAAT A0 6€3NOMOWHOCT U Aenpecus y naumeHTUTe.
3aTpyAHaBaT ce couManHUTe KOHTaKTU Ha nauueHTute ¢ EB B ceMeMcTBOTO, yuunuuieto u paboTarta.
Pesyntat 0T 3abonsBaHeTo ca He camo u3MyeckUTe, HO W NCUXOCOUMANHU npobnemu -
MHAMBYAYAIIHO Pa3fIMyHK, HO BUHArM TEXKW, KAKTO 33 MAUMEHTa, Taka U 3a HErOBUTE POUTENUTE M
OCTaHanuTe YneHoBe Ha ceMeWcTBOTO. ETO 3awo Tpsibea Aa ce noanoMmara Mb/HOWEHHOTO BrpaxaaHe
Ha 6oriHnT ¢ EB B Xu3HeHaTa u paboTHaTa cpepa. U3KNIOUWTENHO BaXHO € NpodecUOHANHOTO
OpueHTupatie Ha Mnaaute 60NHW, Ype3 paHHO PasBUTHE Ha YMEHWs, KOUTO @ NOMOrHaT coluanHaTta
MM aganTauus - obyyeHue 8 My3uKka, pUCyBaHe, MaTeMaTUKa, YYXXAU e3ULUY U KOMAIOTHP.
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MeauLmHCIMTE U NCUXOCOUUANHK I'IpOﬁﬂeMM, CBbpP3aHN CbC 3360nﬂBaHeT0, M3UCKBAT U3KNIOYUTENHUN
NCUXO/10TK 4HWU YCUNUA OT CTPaHa Ha NAUUEHTUTE, Bb3NUTAHUE B ONTUMU3BM M YYBCTBO 3a CO6CTBEHA
|_l€Ha W NBbJIHOUEHHOCT Ha JINYHOCTTA.

B T.4. HayyHHn my0JMKaNMH OT NOCJeIHHTe MeT TOAMHH H MPHJIOKEHA
OndHorpadgceka cnpaBka

B Mpunoxenne NO 1003/082015 npeactaBsAMe MbHOTEKCTOB BApMaHT Ha MexayHapoaeH KOHCEHCYC
+Hait-106p 41 npakTukn®, ,Hacokm 3a rpuxa 3a Koxara 1 paHuTe npu 6ynosHa envaepmonusa” (Denyer
J, Pillay E.

Best practice guidelines for skin and wound care in epidermolysis bullosa. International Consensus.
DEBRA, 2012.)

HeoOxomimu aeiiHocTH 3a npoduIakTHKA Ha 3a00asBaHETO (AKO0 TaKMBa ca
TPHJI0KHMH)

Mpobnemun-e Ha GonHuTe ¢ EB ca TBbpAe uHavBUAYanHW. Te ce onpeaensT oT ¢GopMaTa M HauMHa Ha
yHacneaseaHe Ha 3abonsBaHeTo, OT CTeneHTa Ha 3acdAraHe Ha KoXaTa M BbB /IMYAHETO Ha
AMraBuumMT2, 0COGEHO Ha XPaHOCMUNATENHUA TPAKT, OT CbNPOTUBUTENHUTE CUNN U U3AbLPXIMBOCTTA
Ha 6osiHus. Fonemn TPYAHOCTM 3a NauuUeHTa U HeroBuTe 6/IM3KM Bb3HMKBAT NpU 3acAraHe Ha ONOpHo-
AsuravenHaa anapaT npu auctpoduyHata Qopma Ha 3abonsiBaHETO, KOATO BOAM [0 PaHHO
uHBannanivpaxe. LUMpokmaT cnekTbp oT NpobneMu AaBa OCHOBaHUE AajeHarta no-aony uHgopMaums
OTHOCHO JI2YEHMETO, XPAHEHETO M MEAULIMHCKWNS MEHUAXMBHT Ha nauneHTute ¢ EB aa ce pasrnexaa
CaMo KaTO OCHOBA, BbPXY KOSITO Ce M3rpaxxAaT UHAUBUAYASTHUTE FPUXKK 3a BCEKM NaLMeHT.
CTaHzapTHMAT NaH Ha rpymxun 3a 6onHua ¢ EB BKAKOUBA: rPUXU 3a KOXaTa, YCTHaTa KyxuHa u
3b6UTE, O-UTE; OCUrypsABaHe W NoAAbpXaHe Ha A06bP PEXUM Ha XPAHEHE; NIEYEHUE Ha epo3nuUTe C
l4eN npeanasBaHe OT CPaCcTBaHWUS M KOHTPaKTYpH, KMHe3UTepanus W pexabunutaums; CTuMynauus Ha
CEH30MOTC JHOTO pa3BUTHE, afanTUpaHe KbM Xu3HeHaTa u paboTHa cpeaa.

ICpyxy 38 KoXaTa

MpwxyTe 23 KOXaTa U IMraBuLUTE Ca OT U3KITIOYMTENHO 3HaYeHue 3a Eb-nauneHTuTe. Heobxoaumo e
KOXHATa 1l JIMraBU4HATa MOBLPXHOCTU MAKCKMaNHO Aa 6bAAT CbxpaHeHW, KaTo ce npeaoTBpaTw
0bpasyBar2To Ha Mexypu. Oco6eHo BHMMaHWe 3acyXaBa HauYMHbLT Ha obnuyaHe u obysaHe, KaKTo M
OCUrypsiBale Ha NoAxXOAALM YCIOBMA 38 CbH Ha 6onHMTE. OCHOBHU NMPUHLMNAK TYK Ca Npeana3BaHeTo
Ha KOXXaTé OT MEXaHWYHW TPaBMM W OT €K30TEHHU TeMNepaTypHU Bb3AencTBus (NpekaneHa TonaunHa
nmnu crya).

Kbnane

Mpu kbnNate Ha nauuenTuTe ¢ EB Tpsbea Aa ce cnassaTt ciegHWTe OCHOBHM NMpaBuna:

1. [a ce n:znon3ea BaHa ¢ No- ronsiMo KOIMHECTBO BOAA C TeMnepaTtypa 37 rpagyca;

2. Da ce n:65rea ynotpebaTa Ha npekaneHo Tonna Boaa;

3. Aa He c# U3NON3Ba CanyH 3a NOYUCTBAHE Ha KOXaTa;

4. Koxara aa ce nonuea A0 CyxO C MeKa Kbpna WAW fia ce u3CyliaBa CbC Celloap BKAOYEH HA HUCKA
cTenex.

Hal1 -Ba<HO Npu rpuxuTe 3a KoOXaTa e NpeanassaHeTo W OT obpasyBaHe Ha Mexypu u paHu. KoraTo
obaye Te ca ¢akT, OT MbPBOCTENEHHO 3HAYEHUE e NpeAnasBaHeTo UM OT uHdekTupaHe. ColuecTBeH
MOMEHT € OTNENBAHETO Ha NMPEBPL3KUTE OT 3acbXHaNWUs eKCyAaT Aa ce M3BbplBa NO BpeMe Ha
KbMAaHRTO.

BaHu

Banure nosnusisat aobpe Ha koxata. Te uMmaT 6naronpusTHO Bb3AEUCTBUE BLPXY Cbpbexa, KOMTo
CbNpoBOX,.@ TPYAHO3a3ApaBABALLUTE KOXHMU €po3un. Tbi KaTo BMHTOBETE HaW-4yecTo ca 3anenHanu
BbpXy paHiTe, MHOro no-necHo e Te aoa 6baaT cBaneHu BbLB BogaTa. o To3M HauMH ce HaMarnsea U He
e [ONycKil yBpeXAaaHe Ha Beye CbulecTByBalmTe paHu. ETo 3awWo BaHWTe 4ecTo ce npenopbyBar,
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BbNPEKM Yé: HE Ca HEOOXOAMMU exefHeBHO. TeMnepaTypaTa Ha BoAaTa BbB BaHaTa Tpsbsa fa 6bae
okono 30 ryagyca C (B 3aBUCMMOCT OT NIMUHUTE NpeanounTaHmns). KbM BoaaTa MoraT Aa ce aobasaTt
pasfMyHN EMOJIMEHTH:

— M&cna, rUUepvH 3a NpeaoTBpaTABaHE AEXUAPATALMATA Ha KOXaTa;

- OXJlafizHa OTBapa OT Naika, CMpaanuka, TeTpa (6 4YaeHu JbXWYKM LBAT B 3 UTpa BOja) —C
YCrOKOsBall |0 AeUCTBUE;

~ 6neaopo30B pa3TBOp Ha KasMeB nepMaHraHaT — ¢ Ae3nHMEKTUPALLO AeiCTBMe.

3a npepotvspartaBaHe 06pa3yBaHETO Ha Mexypu € HeobxoAMMO pa ce u36Area NpeTpuBaHEeTo,
NPUTUCKAHETO M FPYBOTO ThpKaHe Ha TANOTO NPY NOACYLIABAHETO Ha KOXaTa.

3a NoOuYnCTBaHE HA 3aMbpceHaTa KoXa, BbpxXy KOATO MMa Mexypyu u epo3vM, Ce npenopbysa
obnmBaHeT) i ¢ xiopchabpxawm pasteopu (10 % pasTBop Ha xsiopxekcuauH). ToBa npeaoTspaTsea
WHEKTUPE 41eTo Ha paHuTe. 3a BaHa 3a Aeua ce npenopbyBaT OKoMOo 5 M., a 3a ronsMa BaHa - OKOJO
10 mn. ot npenapata. M3non3BaHETO Ha CanyH He € enaTenHo nopaay HEroBOTO asikanv3upaLlo u
AeXvapaTpallo AeNCTBUe BbpXy KoXaTa. ANTEpHaTMBHO MoraT Aa 6baaT WM3MOoM3BaHN HeapasHeLm
CanyHu € HeyTpanHo pH unn Macna 3a 6aHs. Kocute moraT fia ce M3MUBaT C HeApasHELM HEeyTpasHu
L1aMMNoaHn Hanpumep Mek 6ebewkn wamnoaH) uim xyma Ha npax - bolus alba.

B cnyyait, ye nauuveHTUTE MMaT WHQEKTUpaHW paHu, TpsGBa Aa Ce OCHLIECTBU
NpeABEpUT:/IHA KOHCYNTauus C AepMaTosor, KOWTO Jia paspeluy W3NON3BaHETO Ha BaHa 3a KbnaHe.
TBbpae BepoATHO € upe3 BojaTa BLB BaHaTa uH@ekuusTa Aa 6ble pasnpOCTpPaHeHa BLPXY
HeMHMEKTK JaHUTe paHu.

BnusaHe 1 M3nM3aHe oT BaHaTa

lMoHakora € TpyaHo Mankute aeua ¢ EB aa ce npeHacaT BbB U U3BLH BaHaTa. ToBa TpabBa Aa cTasa
ypes NpuaL:pxaHe Ha cefaULLIETO C efHaTa pbKa W rnaeara C Apyrata wiM NoCTaBeHM B NesieHa KaTto
B monKa. lleteto HMKora He TpabBa fAa ce npeHacs XBaHATO NOA MULWHWUMTE! AKO Bb3pacTHUTE
60NHW Tpy/HO BNM3AT M M3NU3aT OT BaHaTa € HeobXoAWMO MOHTMPAHETO Ha CheuuasnHa ApbXKa Ha
CTEHATA, 3a KOATO Te Aa Ce XBallaT. AKO TOBa € HeAoCTaTbyHO, 61 MOrNo Aa ce U3NoN3Ba MexaHyeH
T, KaTo MHOMO Ce BHWMAaBa Aa He ce NoJyun HapaHsBaHe.

XurueHeH Jyw BMecto BaHa Bb3pacTHUTE 60nHM Guxa MOrnn Aa B3eMaT XMIMeHeH Ayll, cefHanu Ha
CneuuaneH NnacTMacos CTON 3a KbNaHe, 3a Aa ce Npeanasar ot nagaHe v yapsde. AywsT Tpabsa Aa
6bae ¢ Temiepatypa Ha Boaata okono 30 rpasyca C u ¢uHa ueaka. CunHaTa CTpys MOXe Aa yBpeau
KoXare,

OT cCbileciBeHO 3HayeHWe 3a npeaoTBpaTABaHe o6pa3yBaHETO Ha MeXypu Bbpxy Koxata e
CNasBaHeTo Ha HAKOW OCHOBHM U3UCKBAHWUA KbM 06/1€KNOTO U NErnoTo Ha nauueHTuTe ¢ EB.

VIaucksaHi1a KoM 06neknoTo Ha naumeHTure ¢ Eb
[lpexute npeanassBat KoXata OT Bb3AENCTBUETO Ha BWUCOKUTE WM HUCKW TeMnepaTypu, C/ibHYEBUTE

b4 M MUEpoOpraHusmuTe. lNpenopbysa ce Te Aa 6vaaT u3paboTeHn OT NaMyyHU MaTepun, T KaTo
NaMyKET MOUTEXasBa XUrPOCKOMUYHU KauecTBa, OCUIypsiBa HOPManHO OXNaXjaHe Ha TANoTo U
NpeaoTBpalsBa Pa3BUTUETO Ha KOXHO Bb3naneHue. oaxoasila MaTepus € n ectecTBeHaTa KOnpuHa,
KOATO Ce OrimyasBa ¢ nNoaobHM Ha namyka kadectsa. Moxe fa ce M3Non3BaT HanpaBeHW OT Meka
Bb/IHA TON/IK BPbXHU Apexu. [lpexuTe Tpsbea Aa 6baaT AOCTATLYHO LWMPOKM M C NOAXOASLLA KPOWKa,
32 Aa MOréT Aa 6baart necHn 3a obnuyaHe u cbbnuuaHe M Aa ce apanTMpaT KbM MpPeBpb3KUTE,
OcobeHo y106HM Ca NaMy4HUTE ralwupu3oHK, NAHTANIOHU U NONK, CHAaBAEHU C eNlaCTUUYHKU NPE3PaMKX,
6e3 npucTirawm Konawu. TvWbPTUTE W nynoBepuTe TpsbBa fa 6bAaT C AOCTaTbYHO LUMPOKU
OEKONTETA, 3a Aa NPEANA3AT OT YBPEXAAHE KOXaTa Ha NMUETO Npu NpeMUHaBaHETO UM Mpes rnasata.
Honnure dinaHenkmn Tpsbea ga ce obnuyat ¢ prboseTe HaBbH. BHUMaHue TpsabBa Aa ce 06bpHE Ha
KOM4YETaTa, UMMNOBETE N ETUKETUTE BbPXY APEXUTE, KOUTO MOraT Aa NPUYUHAT obpasyBaHe Ha Mexypu
BbpXy KOX:Ta. ETO 3aWo Ha puckoBuTe MecTa noj Apexute Tpabsa Aa ce NocTaBAT npeanassalliu
NPEBbE304HM MaTepuanun. KackeTbT U wankaTta npeanassaT MUETO OT UTbHYEBUTE STbYM, HO MoraT
Jla yBpeasd! 4enoTo, ako €a MHOro crerHat unu uspaboteH OT rpanaBa Matepua. ToBa Hanara
rpanasute puboBe Aa ce NOKPUAT € napyeta OT MeK namyyeH nnat. MNpu MankuTe fgeua TecHute
PbKaBMUM i1 Yopanu MoraTt Aa npeausBuKaT paspaHsBaHe. B Tosu cnyyait ce npenopbyBa Aa ce
Hanpaen A€ TCKU rampusoH (puTtaHku) ot Mapns. Mapnata abcopbupa U3NMLIHOTO KOJIMYECTBO KPEM,
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NOCTaB2H EBbpXy KoXaTa. lpeanounTar ce naMyyHu NeneHn, HamnpaseHU OT Ten3yX. [pean TAXHOTO
noctasaHe 2 HeobxoAWMO KpayeTaTa Aa 6baaT 06BUTK U OTAENEHU eaHO OT APYro Ypes YBUBAHE Ha
"noTypku” « neneHa, 3a aa ce usberHe TPUEHETO Ha rNe3eHUTe U CTAraWoTo ASNCTBUE Ha MefieHuTe.

VI3uckpaHi18 KbM nernoto Ha 6onHure ¢ Eb
Manknre 6¢b6eta TpsabBa Aa CNAT B MEKO Nerno ¢ namydeH fglowek, 6e3 BbarnasHuua. CreHuTe Ha
nernoTo ce obesonacaBart C AyHanpeHoBa obMKoNka, yBuTa B njaT ¢ BUCOuMHA 30 CM., 3a Jia He cu
YAPAT NaE 44ykaTa, ako NernoTo € C AbpPBEHU Nnpeykn. BucounHaTta Ha NernoTo NpuU no-Bb3pacTHUTE
6onnu TpsatBa aa H6bae Takaea, 4Ye Te Aa HAMAT nNpobneMu C NAraHeTo M CTaBaHETO OT Hero. Hsakou
nauneHTU npeanoYuTaT OpTonefuYHA Bb3rNaBHMUA 33 CbH, 3@ Aa HamepsaT yaobHa nosuvuus 3a
3acnueaHe. [lloweksT (MaTpakbT) Tpsibsa Aa AaBa agekBaTHa onopa Ha Tanoto. HeroeaTa TBbpAOCT
3@aBUCU OT MHAMBUAYANHWUTE NPeanoyYUTaHua Ha nauuenTa. HenoaewxHwuTe 60nHM ¢ EB (6onHuTe Ha
nerno) He psabBa Aa HOCAT HUKAKBW APEXWU B NErOTO, TbiA KaToO TbpPKAHETO B MbHKUTE, pbboBeTe U
LIeBOBETE 1a IMYHOTO WU NOCTENTHOTO Benbo MoXe Aa npeau3Buka obpa3yBaHETo Ha Mexypu. B Tesu
cnyyan ce Hanara cMmsaHa Ha nocrenHoto 6enbo 1 wnu 2 mbT AHeBHO. TOHsIKOra € HeobxoaMMOo
JIernoTo Aa@ ce OMEKOTU AOMBbAHMTENHO C Bb3rnaBHULM. [py BNOWAaBaHe Ha CbCTOSAHUETO Y Bb3PacTHU
MU nNpu Maiku aeua ca yaobHU BOAHWTE [lowWweunM U Te3n C NOABWXKHA NOBbPXHOCT. Bbpxy
AyHanpeHoBMTe MaTpauu 3aab/MKUTENHO TPABBa Aa Cce NOCTaBW HaMbJ/IHEHO C NAaMyK WAaNTe, KOeTo ce
MOKPUEA C 4EeCTO CMEHsIBALLM Ce U3rnageHn naMyyHu vapwadm. Jlernata Tpsabsa aa 6baaT AOCTBNHU
OT Tpu CcTpéHKU. TemnepaTypaTa Ha Bb3alyxa B crasTa Tpsabea fa 6vae ontumania - 18 - 20 rpaayca C.
MNo-Bucokara TeMnepaTypa MoXe Aa foBede O M3NOoTABaHe, Cbpbexk M M3CbXBaHe Ha KoxXaTa, C
nocnejBsall;> pasyecBaHe W o6pa3yBaHe Ha MeXypu M paHu. Bb3ayxbT He Tpsabsa Aa 6bae HUTO MHOro
CyX, HWTO MHOMO BNAXeH. B 3MMHUS CE30H OKCNO HarpesaTenHuTe ypeau € yMecTHO Aia ce nocrass
cba ¢ Boaa. MoMelleHusTa Tpsabea 4ecTo aa ce NnpoBeTpsBar.

I'pyxwy 3a ycTHaTa KyXuHa u 3bburte
MopabpxareTo Ha aobpa XUrmeHa Ha ycTHaTa KyxuMHa M NpeanasBaHeTo OT pasBuTUE Ha Kapuecu ca

cbliecrseH npobnem npu 6onHure ¢ aucrpodmuna EB. Mopaan reHeTMuHO-06ycnoBeHus AedekT Ha
3bOHMS eMi N, MUKPOCTOMUATA M NowWwaTa XUrmeHa Ha yCTHaTa KyxMHa CpaBHWTENTHO paHo ce pa3suBa
Texka am¢OAOHTO3a, Kapuecn u onajaHe Ha 3vbute. M3non3eaHeTo Ha enekTpuyecka YeTka 3a 3uou
€ no-e(peKTMBHO U no-mManko 6onesHeHo oT 06MKHOBEHATa YeTka 3a 3vbu. B cnyuald, ye ce usnonsea
0bUKHCBEH I TakaBa, Ta Tpabsa Aa 6bae ¢ Mek kocbM. MacTaTa 3a 36K TpsabBa Aa 6bae BbB (NakoH
33 NecHO 3TuckBaHe. KoraTo mauueHTbT He MOXe fAa v3non3sa 4YeTka 3a 3ubu, TpsbBa fa ce
u3nonsea lunper 3a Ae3nHdeEKUWs Ha yCTHaTa KyxuHa, KaTo CTpysTa My He Tpsabsa Aa 6uae
npekaneHo cuiHa.

I'pwXxy 3a punte

dakTopuTe Ha OKONHaTa Cpeaa - BATLP, APKA CBETAMHA U TOMJIMHA, NPEeaW3BMKBAT CEPUO3HU OYHU
yepexuannia y 6onHute ¢ EB. MosBaTa Ha Manku ne3mu BbpxXy KOPHEATa M Knenauute npu
nauuneHTuUTE: ¢ AncTpodpuyHa dopMa Ha 3abonsiBaHeTO MoOXe Aa AoBefe A0 CPacTBaHus (CMHEXuM),
KOMTO 3aTpyAHABaT ABMXKEHMETO Ha oyHaTa sibbnka. lNpodunakTukaTa Ha OYHUTE YBpEXAAHUA e
BaXXEH eNleMeHT OT CTaHAAPTHUSA NAaH Ha rpywkK 3a naumeHtuTe ¢ EB. MNpeanassaHeTo OT cibHYeBaTa
CBET/IMHA (12 OCBLLLECTBABA Ype3 HOCEHE Ha LLanka u CTbHYEBU OuMna npu npebusasaHe Ha OTKPUTO.
Ulankara Tps6sa aa 6bae u3paboTeHa OoT Meka MaTepus 0cobeHO npeaHaTa W 4acT, KOATO MOKpWUBA
yenoto. [jeana3saHeTo OT BATbP U CW/IHW Bb3AYLUHM TEUEHUS Ce OCLlUEeCTBSiBA Jpe3 u3bsrBaHe
npebueaBaHeTo HaBbH BLB BETPOBUTO Bpeme. AKO OuMTE Ca Bb3naneHy € NOAE3HO NpunaraHeTo Ha
MapneHn KOMNpecu C xfiafka oTBapa OT fiailka, KOSTO MMa YCMOKOSBAILO U MPOTUBOBbL3NANMTENHO
aencTeve. 0-CEpUO3HO MEAMKAMEHTO3HO fieueHue cpelly o6pa3yBaHETO Ha CMHEXWW npearonara
u3nonssaH¢To Ha kKanku Depersolon, Hydrocortison ophtalmic - 3a kpaTko BpeMe, a npwu
cynepnoHupiaHa baktepuanHa uHgexuus - Irgamid cream, Sol. Zn sulfurici 10 %, Tetracyclin ung - 3a
Knenauure,

XpaHuren:H peXxuMm Ha 6onnurte ¢ Eb
[lobpuaT xpaHuTeneH pexuM ocurypsisa 6anaHcvpaH NpUeM Ha XpaHu CbOTBETHO Ha AHEBHaTa HYX/a

ot Tax. MaumneHTn ¢ no-Texxkn popMu Ha Eb ce HyxxaasaT OT AoNbAHMTENHA XpaHa 3a Aa KOMNeHcupaT
NoBULIEHAT 2 3aryba Ha TeYHOCTU U 6enTbUMHU OT OTKPUTUTE paHu. [1o6aBsHETO Ha 6ENTbYMHN KbM
XpaHaTa 3d/10B0JiABa NOBWULIEHWUTE W3MCKBAHMSI OT XPaHWTENHW BelecTBa M cnomara 3a no-6bp3o
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3a34paBAB: HE Ha paHWUTE U 33 NOBULWABAHE Ha UMYHUTETA.

MNapaMeTpyTe Ha XPaHWUTENHUS PEXUM Ce OnpeaensT NO B3aMMOOTHOLIEHWETO MEXAY BUCOMMHA W
Terno. Tosa B3aMMOOTHOLEHWE OCUIypsBa WHGOpPMaUMs 32 HeobXoAUMMAT 3a BCEKU 60MeH
xpaHutenen pexuM. MhaekcsT Ha Quetelet (HapeuyeH ouwe BMI - body-mass-index) e o6bp HaumH 3a
rpeueHka. NHaekcsT Ha Quetelet = Ten.terno/ BucoumHa . Queletet nHaekc <18 nokassa CHWKEHO
Terno. Quetelet nHaexkc mexay 18 n 20 He MokasBa CHUXEHWE B TETNOTO, HO XpaHEHETo Tpsbea Aa
6bae BHMMiTENHO HabnoaaBaHo.

3ary6a Ha rerno 3arybata Ha TErno € UHAMKaToOp 3a HapylleH XpaHUTeNeH pexuM. ficHa npepcTasa
3a CepMO3HICTTa Ha 3arybaTta Ha Terno Aasa NpocneasBaHeTo Ha TernoTo 3a cpok oT 3 Meceua. MNpu
3aryba Ha rerno ¢ 10 u nosBeye % npe3 nepuoa OT 3 Mecelad, XpPaHUTENHUAT PEXUM ce onpeaens
KaTo notl. -anuuneTo Ha otoun Tpsbsa Aa ce B3eMe npeaBMA MpY OUEHKATa, Thil KaTo Te Morat ga
Mackupat oTcnabeaHeTo. ToBa MOXe fAa Ce CNy4u MpU HefoCTaTbYHO YCBOSBAHE Ha GenTbuHaTa
xpaHa.

benTbuHo (bAbpXKaHME Ha KpbBHMA cepyM MauueHTuTe ¢ BynosHa enuaepmonusa rybsT 6enTbyYuHn 1
Upes M3TuualmTe CepyM u uMda ot paHuTe u eposuuTe. ETO 3alo Te vMaT MOBUILEHW HYXAW OT
ripoTteviHm (1,5 - 2,0 r/Kr.1.T.) B cpaBHeHune ¢ octaHanute uHgmenau (0,5 - 1,0 r/kr.T1.1.). OcobeHo ce
MOBULUABA IHyXAaTa OT NPOTENHMN C/IEA NPOBEX/AaHe Ha onepaTBHO NedeHne. HMBOTO Ha anbyMuHa B
CepyMé MO:ke Aa ce U3MoN3Ba KaTo NapaMeTbp 3a OUEHKa Ha xpaHeHeTo. HuBo < 30 r/n nokasea
Hanuuue Hit YMepeHo A0 TeXKO M3pa3eHO HapylweHue B xpaHeHeTo. TpsbBa da ce MMa npeasua, 4ye
3a fAa 6bse NpoMeHeHO HMBOTO Ha anbymuHa B KPbBTa, ca Heobxoaumu noseye oT 20 AHM
MBAHOLIEHH D XPaHEHeE.

MNprurivm 32 HapPYLIEHOTO XpaHeHe
Mpy neumnenTnTe € EB yecto e Hanuue Hapywen 6anaHc Mexay NpUEMaHETO Ha XpaHa M YCBOSIBAHETO
Ha XpaHUTENHWTE BELECTBa NopajAn: HamaneH npueMm, HebanaHcMpaHa AweTa, noBulieHa ynoTpeba
vnu 3aryba Ha xpaHWTeNnHU BellecTBa.

HamMmasieH 11pyeM Ha XpaHUTEeNHN BewecrBa

MNpu naunenTuTe C AMCTPOodMYHA M rpaHnyHa opMa Ha EB e Hanuue ceprozeH npobnem c npuema u
[IbBUYEHETO Ha XpaHu (ocobeHOo TBbpAM) ropaan: MUKPOCTOMUSA (HaMmaneHo OTBapsiHE Ha ycraTta oT
KOHTPaKTy[:a WM CpacTBaHe); NOBWLIEHA 4YYBCTBMTENIHOCT Ha oOpasHaTa MyKo3a; HaMmaneHa
MpoAYKUMS Ha CNIOHKA; CPAacTBAHE Ha €31Ka C NoAa Ha YCTHaTa KyXuHa; JIOWO WM HEMbAHO PasBUTU
WK noepe;.eHn 36bK; CTecHO3a Ha XpaHonpoBoaa.

lpneMbT Ha XpaHu Moxe fia GbAe 3aTPpyAHEH W OT: NepMaHeHTHa yMopa Ha NauMeHTWTe B pesyntar
Ha aHeMmns WK NOLLO XpaHEHE, XPOHNYEH 3aneK KOMTO NpuunHaBa 6e3aneTuTie u Cb3naBa YyBCTBOTO
Ha 6anoHupaHocT - "nogyT kopeM”; paHesu aedekTU No MNOBLPXHOCTTA HA €3MKa KOWUTO BOAST 40
3aryba Ha BKyCOBMTE nNanwuiW; OTKa3 OT XpaHeHe, NopaaM /vMnca Ha BKYCOBU yCELIaHus.
DYHKUMOHANHWUTE HApyWeHNs B NPBLCTUTE U KUTKWUTE, nopaan (PnekcMoHHW KOHTPaKTypu MmoraTt Aa
ZoBeAST AC 3aTpPyAHEHO XBallaHe W TpaHCMopTMpaHe Ha xpaHaTa A0 ycTara. MauueHTuTe ¢ EB ce
CTpaxysaT (CcTpax OT 6onka) uam ce cpamysaT (MOpPaaM MMKPOCTOMUATa W pasBasieHuTe 3ubu) aa ce
XpaHAT. YeITO NbTM Te HAMAT BL3MOXKHOCT AA CE XPAHAT N0 NOAXOAAWMUSA HAYUH U B NOAXOASLOTO
BpeMe (Ha paboTa wm B yuunuiue).

He6anaHcupaHa guerta

lMpueMsT Hi TBbpAA XpaHa e 3aTPyAHEH, KOETO CTaBa NPUYMHA 33 NPEMUMHABAHE KbM XpaHEHe C MeKK
WNW BT2YHEHWU XpaHK, KOUTO NIECHO Ce AbBYaT W npernblyat. HegoctaTbk Ha BTeYHEHaTa XpaHa e, ye
TA YeCTo € HUCKoKanopuyHa. OcBeH ToBa (MbAHATa WM YacTMYHA) NUMNCa Ha Uenynos3a Boau A0
KOHCTUNaua (3anek).

Kak pa ce opranusmpa go6bp XpaHuTeneH peXxmM Ha nauneHTure c Eb

XpaHeHeTo € OT OCHOBHO 3HauyeHWe 3a W3pacTBaHeTO W pasBUTUETO Ha OpraHvWsMma, 3a
€NUTESIM3aLMATA Ha paHeBUTE MOBLPXHOCTU. IpUEMBLT Ha XpaHWUTenHW BeulecTBa ce CTUMynupa U
€naronpus1CTBa OT: rPUXIUBOTO NPUrOTBAHE Ha NOAXOASLLA XpaHa; PeAOBHO CMa3BaHe Ha BpPeMeTo
33 XpaHEH:; KOHTPONNpaHe KONWYECTBOTO, CbCTaBa M KayeCTBOTO Ha XpaHaTta; NpUroTBAHETO Ha
MEKW W €<OJIOTMYHU XpaHW, NOBULIABAHE EHEepPruiHUs CbCTaB Ha XpaHata, AoBaBsAHETO Ha
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KOHLIEHTPW]: aHN XPaHUTENHU CbCTaBkK (XpaHuTenHu fobasku). He 6uBa Aa ce Aonycka npueMbT Ha
XpaHa Aa 2 NpeBbpHe B "6UTKA". HacTOWUMBOTO NMPUHYXAABAHE KbM AAEHE MOXE fa NpeAu3BUKA
crpec v 6eaanetuTne y 60NHNTE, Aa AOBEAE A0 HECMOKOMCTBUE U Cbp6eX, MOHWXEHUE Ha aneTuTa. B
CNlyYyal, Yye NpPeMMHABAHETO Ha XpaHaTa Mnpe3 XpaHOMpOBOAA € HEBbL3MOXHO, Ce AOMycka XpaHeHe
ype3s recTpccToma. Mpu Manku Aeua Ao 1 roaMHa 3a KpaTko BpeME € I0NYCTUMO XPaHEHETO C TbHKa
COHAA Npes Hoca.

XpaHeHeTo e He BWMHarnm npuaTHO, O0COBEHO 3a Mo-Mankute nauueHTH. OCBEH ropecnoMeHaTuTe
MepKu, MpY2MbT Ha XpaHa TpsbBa Aa ce CTUMyNMpa Ype3 YNPaXHEHMUs, PasxXOAKN Ha YUCT Bb3AyX,
W3MON33aHE Ha aneTUTO-CTUMYNMpalM U EH3UMHU MeaukameHTu. [la ce obpblua no-ronsiMo
BHMMarWe Ha MpUBNEKATENIHUA BUA Ha XpaHaTa, Ta Aa 6bAe 3aTONNeHa, HO He ropella, Aa He ce
cMnBaT ron:Mu nopuuu, aa 6bae pasHoobpasHa. [lobpe e aa ce noema fno eHa rbTKa BoAa C BCEKM
3abK, Thil (@TO OB/I@XHEHATa XpaHa Ce AbBYe W Npernblua no-/IECHO OT cyxaTa.

ApantauMii Ha BpeMeTo 3a xpaHeHe

MNoemateTo Ha MankM KOAMYECTBa XpaHa NC HAKONKO MbTU AHEBHO € NO-Majko YMOPUTENHO,
OTKOMKOTO 'ONIAMO KONIMYECTBO XpaHa HaBeaHbX. MauveHTvT ¢ EB TpsibeBa aa ce xpaHn 5 — 6 mbTH
DHEBHC, BMECTO 3 MbTW. AKO TOW Ce OnnakeBa OT rajeHe, 3a xpaHeHe Tps6Ba fa ce onpeaenu
BPEMETO, KOraTo rageHeTo e Hait-cnabo. Hskou nauueHTU wuMmaT exenHeBeH TpaeH CnasbM Ha
XPaHOMpOB(4a, KOMTO HaMmansBa B cneaobeHWTe YacoBe M easa Toraea Te MoraT fa NoeMaTt xpaHa.
BonHuTe Ye:ZTO ce Hy)XXAasAT OT NoBeYe BpeMe, 3a [1a 3aBbpllaT XpaHeHeTo.

ApanTypalie Ha CbCTaBa Ha XpaHaTa

Ako npueMiT Ha TBbpPAA XpaHa € HEeBb3MOXEH, XpaHaTta Tpsabea Aa ce npepaboTu. Bb3moxHOCTUTE
Ca: XpaHaTa fa Ce CAbBKBA WAM nacvpa; Aa 6bAe BTEYHEHA; Aa Ce MNOBULIM KOAWMYECTBOTO Ha
€HepruitHK 3eluectsa (Kanopum) B nopunnTe; Aa ce AobaBsAT xpaHUTENHU A06aBKU.

MacupaHaTi xpaHa MoXe Aa ce NpPUroTBM C NOMOLLTa Ha MUKcep (nacaTop).

MoaxoZ Al ca CeAHUTE NPUMEPHN MEHIOTa!

- SACTWE, BKIIOYBAWO COC, NAcUpaHW 3eNeHYyLUM WAM CMaAuKaHW KapTodu, Manko Macno wnu
MaprapuH, KbATbK W MPSCHO MJISKO.

— Manbk 6ypkaH c 6ebellka XpaHa WAM MpexoAHa XpaHa MPUrOTBEHA C Manko Macno wnum
MaprapuH.

3HaueHMe '0 Ha NacMpPaHeTO Ha XpaHaTa e ja ce yBesInuM 06eMbT i

U3nonssaT ce no-Manku nopuuuv, pasnpegeneHn npes aeHs. o-ronemusat obem He BuHaru e
rapaHuvA 3a KOHCyMauus Ha [OCTaTbyHO Mb/IHOLUEHHA XpaHa W MOXe Aa aoseae Ao geduumrt or
€HepruiHM CbCTaBKN U BUTAMUHU. [eduumnTbT ce Bb3CTaHOBsBA 4Ype3 NPUEM Ha 3eneHuyuw, 6oratu
Ha BUTAMMWF U MJIOAOBU COKOBE, BUCOKO-EHEPrvMHW XpaHW KaTo MbIHOMACTIEHO MNSKO, Mac/o, NoBeye
3axap M Nt.THOMACIEHO CMpeHe, Mep, sinua. PaspexaaHeTo Ha xpaHaTa C 6ynboH, MNSKO UMK KpeM,
BMECTO BO/Ia, CbLLO MOXE Aa YBENMYM XpaHUTenHaTa “ CTOMHOCT. BKyChbT Ha xpaHaTa Moxe ja ce
noAobLM KaTO Ce BKIOYAT 3eNieHN NOANPABKKU - MaraaHos, 6ocunek, 4ybpuua, UenrHa u ap, KoMTo He
ApasHAT CToMalHaTa nvrasvua. XpaHata He Tpabsa aa marnexpa eaHoobpasHa. [la He ce nacupat
Meco, kapTodu u 3eneHyyun 3aeaHo. begHata Ha uenynosHn ¢ubpu xpaHa BOAUM A0 NOBUILEH PUCK
OT 3anek.

BTteuHeHa »paHa MOXe fAa Ce [aBa KaTo fleKa 3aKycKa, WM BMECTO OCHOBHO AcTue. OOWKHOBEHO TS
JECHO ce K HCcyMupa. MNMpuMepHU XpaHu BbB BTEYHEHO CLCTOSIHWE Ca: OBECEeHa Kalla, NPACHO M Kuceno
MAISIKO, COCCIBE, CYNH, Kade, YaW, NNOAOBU COKOBE, HEra3upaHu 6e3ankoxoNnHu HanuTtku. Bmecto xna6
1 xnebHu NPOAYKTU MoraT Aa ce M3Nos3BaT nonapa ot X186 U MASKO; cyxap U MASIKO; CUpEHe-KPeMa;
KpeM-Cynu. 3Ha4YeHWEeTO Ha BTeYHEeHaTa XxpaHa e Aa ysenuyasa obema Ha xpaHaTta v Aa ce uM3nonssat
ro-Manku ropuuy, pasnpeaeneHu npes aeHs. HelMH HepocTaTbk €, ye T e 6eaHa Ha uenynosa u
BOAM A0 pasBUTHE Ha 3anek.

MpyMepm 3:: Neka 3aKycka ca CeaHUTe KOMBMHALKUK OT TeYHW XpaHu:

— Te4eH 1UoKOoMaA, Nb/IHOMACNEHO MASKO, aﬁpaH;
— KpPEM kapaMmen, Kuceno Mnako,
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— HerasvidaHa IMMOHaaa, Cvuporn;
— yait, ki he, HaTypanHu cokose.

3a fa ce nccpewHaT NoBULLeHUTE HYXAW OT NPOTEUMHU U eHeprusi, Tpsibea Aa ce npuemat 6oratu Ha
€Heprua, NPOTEUHU U BUTAMUHU XpaHU: xnsb, kapTodK, MakapoOHEHN U3AeNUSs, Opu3, NbIHOMACNEHO
MAISIKO, CMPEHE W KallKaBan, kpaBe Macno, MaprapuH, 6uTta U Kucena CMeTaHa, 3axap, AeKCTpo3a, Mea
W HaTypanHA cuponu.

3a 3af0BOsIABaHE Ha NOBULLIEHUTE HYX/AW OT XENa30 € HeobxoauMo B MEHIOTO ga 6bAaT BKIOYBAHM
No-4ecro EHCUMYKWM BuaoBe Meco (0cobeHO He3aMpas3eHOTO), 3eneHW 3eneHuyum (6pokonu, psana,
cnaHak, 6akna, nanajeu, KONpwWBa, CanaTW, UENWHA, Kuceneu), NPEeCcHU U U3CYLUEHW NNOAOBE,
MBbAHO3bPHHCTU MPOAYKTU (MBAHO3BPHECT NUWeHUYeH X156, pbXkeH xNa6, NbAHO3bPHECTU BGUCKBUTH,
Heo6paboTi:HN 3bPHEHWU NPOAYKTU KaTO: OBEC, MIOCNW, MBAHO3LPHECTM MakapoHMW, HeobeneH opus,
BCUYKK BUZoBE aaku, 6060BU pacTeHuns - 3pan 606, rpax, newa), BCMUKM BUAOBE NIOAOBU CUMPONM -
ocobeHo AELNKOB W po308.

3a npeanazBaHe OT KOHCTUMNAUMS B XpaHWUTENHUS peXuM Ha NauueHTuTe ¢ anctpodmuHa EB, Tpsabsa
fa 6bjat BKMIOYEHUM 6oraTM Ha UEenynosa XpaHu - MJI0AOBE W 3eNeHYyuM, saKu (newwHuum),
NbAHO3bPH{CTN TECTEHU M3aenvs, cybTponuyHKn NAoAoBe, pwxXeH xns6, 6060BK usaenus.

XpaHuteniin gobaskun

Te UMaT U@ Aa NOMBAHAT AeduuMTa OT onpeaeneHu XpaHUTeSNHW BellecTBa (XKensa30, BNakHecTta
uenynosa, BATaMUHW U MUHEparnHU CONK, BUCOKO BenTbuHKU NPOAYKTHU), KOMTO YeCTO Ce cpela npu
CTpagawmT: oT aucTpoduyHata dopMa Ha 3abonssaHeTo. XenasocbabpXaluv npenapaTtM ca:
Ferronat, Ferrograd, Davitamon u ap. lNonusuTaMMHHKM npenapati oboraTteHn € MUHEpanu ca:
Supradyn, Verz speciale, Supravit, Centrum, Calciform /Biogame/, Osteovital /Kenan 00/ . Te
NpeacTaBnsiBaT xpaHuTenHa aobaBka B NepuoauTe Ha pacTeX W pa3BUTME Ha OpraHusMa, npu
Bb3CTAHOBSIBAaHE M KaTO NpodMNaKkTMKa Ha ocTeonopasaTta Npu nauueHTuTe. boratM Ha BnakHecTa
uenyncsa cia: MektuH U Nektueut C. MNpuMep 3a BUCOKO-6ENTHLYHU NPOAYKTU Ca CNeaHuTe npenapaTi:
Xuaporiauvpan npotevHeH npenapat Proforte hydrolysed protein /Biogame/, cbavpxaw 18 anda-
AMUHOKMCENIMHW, BKIOYMTESNIHO He3aMeHUMUTe U BuTamuHute B6 M B12 kato 6uokatanuzaropu Ha
aMUHoOKMCelIMHHMA  MeTabonu3bM; Aminogame 1500 - cbAbpXa TEYHUM aAMUHOKUCENUHU B
6anaHcupalio CLOTHOLWEHKWE, CnoMara 3a Cbh3faBaHe Ha NONOXWUTENneH asoTeH 6anaHc, CcTuMynaupa
npouecuTe Ha TbKaHeH aHabonu3bM; BKIIOYBA HE3AMEHWMU aMMHOKUCENMHK, BKIOYUTENHO - XONMH
6utaprapar, wHo3uTONn, Jl-kapHUTUH W Aap.; Biogame 84 % - npeactaBnsiBa MJieyeH NPOTEVMHOB
KOHUEHTpal BbB BMA Ha nyapa, 6anaHCMpaH ¢ MUHEpanHW Conu U BUTaMUHW, 6e3 BbraexuapaTtv U
Ma3sHuru; Biogame 82 % - BUCOKONPOLIEHTEH CyX NMPOTEMHOB KOHUEHTPAT Ha pacTuTenHa ocHosa ¢ 91
%, GanaHc4paH C MUHepanHu conu U BUTaMUHU. Biogame 84 % wu Biogame 82 % ca wmsuano
HaTypaneH NpoaykT, 6e3 KOoHCepBaHTU U CTabunusaTopu, NPUNOXWMK Ca BbB BCUYKM Bb3pacTu.
MNpouseexgaT ce C pasnuMyHn BUAoOBE MJI0AOBM apoMaTW: ManvHa, AroAa, BaHWAus, 6aHaH.
lopecnomeriaTute BUCOKONPOTEUHHU NPOAYKTW, NOAMBUTaMUHHN M CbAbPXALUN XKeNns30 u uenynosa
npenapartuy ce npeanaraT B anTeyHaTa Mpexa Ha CTpaHaTta.

XpaHeHe i a KkbpMaueTta c Eb

PaxxaaHeTo U OTrNEXAAaHeTO Ha KbpMadeTa C BpoaeHa 6ynosHa enuaepMonu3a e CbNpPOBOAEHO C
OrPOMHU T[YAHOCTM W Heo4yakBaHu npobneMu npen ceMeWcTBOTO. B moBeueTo cnydan peuarta ce
paxxaar AorioceHn U B A0BpPO CbTOsIHME, HO NpobneMuTe C XpaHeHeTO UM Bb3HMKBAT OLUEe B MbpBUTE
yacose ¥ Alu cnep paxaaHeTo. MNpu HenpaBUAHO KbpMEHe MOraTt Aa Bb3HUKHAT Mexypu u 6onesHeHu
€epo3nu B y:TaTa Ha KbpMadeTo. 3a a ce npeaoTBpaTH TOBA, Npeau XpaHeHe Tpsbsa fa CMe CUFYpHM,
ye 6e6eTo ObLPXKMU 3ApPaBO 3LPHOTO B yCTaTta CU. 3a Aa Ce HaManu TBbPAOCTTa U HanpeXeHUeTo Ha
npenbJsiHEHITTE C MASKO MbpaAM € HeobxoauMo € Aa ce M3TMUCKa 4acT OT Hero, 3a Aa He ce 3a/aBu
6ebeTo. )pauTe TpsbBa Aa ce peaysaT v Aa Ce OCTaBU AETETO Aa Cyye CMOKOWHO okono 15 MuH. 3a
nmbpBuTe 5 MnHyTM TO npuema Ao 50 % oT HeobxoanMoTo Konn4vecTso Mnsko. CykaHeTo Boau A0
CNOHTAHHO OTBapsiHE Ha MexypuTe B YCTHaTa KyXuHa, HO ako TOBa He cTaHe, Te Tpsbea aa 6bvaar
OTBOPEHM CbC CTEPUIHA UrNa.

Ako KbpMelieTo e 6onesHeHo, unu 6ebeTo necHo ce yMopsBa, MASKOTO TpabBa Aa ce AaBa C nuneTa
WM Manka Nbxuua. XpaHeHeTo ¢ 6MBepoH € no-necHo U3NLAHWMO, HO npejapasnonara KbM
OTKa3BaHe )T KbpPMEHe OT CTpaHa Ha 6e6eTo u HamanseaHe Ha KbpMara.
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XpaHeHe ¢ 6ubepoH

ToBa € efiMH OT YecTuTe, HO HENMpenopbYBaAHM HAUMHWM HA XpaHeHe Ha KbpMadeTo. Korato ce
npunara, A ce uMa npeasua, ye Tpabea fa ce w3nonssaTt Meku 6MbepoHn. BubepoHbT Tpsbea aa ce
HaBNaXXHABA NpeABapUTENHO, 33 A2 He 3anensa 3a epo3uute B yctata. Poautenute TpsibBa aa ce
cTpemaT Ac wectua Mecey 6ebetata ¢ Eb aa nonyyasaT KbpMa - OT MailkaTa unu aaputencka. Korato
6ebeto e :kagHO, MexJy KbpMeHMsATa Aa My Ce AaBa NpeBapeHa Boja - OxNajeHa A0 CTalHa
Temneparyl.a - 250 Mn/24 yaca B nupBUTE 3 Meceua.

lNpeMyviHataHe KbM XpaHeHe C NO-TBbpAa XpaHa

Bcako jeTe nocteneHo Tpsbsa Aa ce 3axpaHu cnep 6-Tua Mecel M Aa NpeMUHE OT TEeYHA KbM MbCTa U
no-TebpAa «paHa. Mpu geuata ¢ Eb 1031 npouec e no-abnbr nopaav 60NKUTE B yCTHaTa KyXuHa oOT
HEeXHaTa pi3paHeHa nurasuLlia U ONACHOCTTA C SIbXUYKaTa fla ce npeavsBuKa HapaHsaBaHe. MonesHu
CbBETU 3@ yNeCHABaHe Ha TO3M MpoUec ca CNeaHWuTe: TBbpAaTa XpaHa Aa ce AaBa C JbXWUA CbC
3a06nenu [vboBe, a He ¢ ByTWIKa; XpaHaTa Aa € BTEYHeHa; AEeTEeTO Aa Ce XpaHu, CaMo KOraTo €
rmagHo, Karo ce cnassa BPEMETO 3a XpaHeHe; KbM nopuuute aa ce AobasaT 3bpHeHn xpaHu (Hanp 1
WM 2 NbX¥WUYKA OT OBECEeHW SAAKW, CBapeHun C BOJA WIM C MJIAKO KaTo OBECEeHa Kawa) - ToBa
npeaoTBpataABa 3anexa.

XpaHeHe ¢ bC coHpaa

3HauUTeNH)TO U30CTaBaHe B pacTeXa B KbpMayecka Bb3pacT M TPYAHOCTMTE B YCBOSIBAHETO Ha
XpaHaTa N[WM HOPManHO XpaHeHe Hanara Aa ce NMpeMUMHE KbM XpaHeHe upe3 duHa coHaa, KOoATo ce
BbBEX1a Npe3 Hoca B cToMaxa. Ta Tpabea aa 6bae Meka U ¢ He MHOrQ ronsiM AMaMeTbp, 3a @ He
YBpEX/la HeXHaTa nWraBuMua Ha HOCA, Mbp/IOTO U XpaHOCMUNATeNnHus TpakT. KpasaT “ npeau
noctaeaHero Tpsibea Aa ce OMa3HW C Ba3eNWH, a TH Aa ce HaMmaxe cbe cTepunHo Ol. olivarum. Ta He
Tpsbea Aa ce ¢UKCMpa C NEeBKONNACT, 3a Aa He ce yBpeau KoXaTa Ha NIMLETO Npu CBansHETO .
MNoaxonAwe € WM3NON3BaHETO Ha Manbk GWMHT C MOMOLTA HA KOWTO COHAATa Ce NpPEeBbLp3Ba MM
NPUKPeNBa OKONO rNasaTa, Haa ywwure. Mpn TO31 Ha4MH Ha GUKCMpaHe T e NOABUXHA U MPU PE3KU
NBUXEHMA +a AeTeTO MOXe Aa ce u3Baau. ETo 3awo npeau HauanoTo Ha xpaHeHe Tpsabea Aa ce
NPOBEFU HEMHOTO NONOXEHME. 3a Aa Ce NPOBEPU AaM € Ha NOAXOAALLOTO MSCTO, NPEeAn XpaHeHe B
COHAATa ce BbBEXAAT 2 - 5 MN BBL3AYX, Cej KOeTO Ce NocTasA ¢Jyllaska Ha KopeMa, 3a fla ce yye
3ByKa Ha Mi/iM3alima OT cToMaxa Bb3ayx. CoHaaTta ce MapKupa C Masko napuye NeBKOMacT, 3a Aa ce
oTbenexm /0 KoNKo Abnboko Tpsbsa Aa NPOHUKHE.

XpaHeHeTO CbC COHAA MOXe aa 6ble M AOMb/IHEHUE KbM eCcTeCTBEHOTO xpaHeHe. OBMKHOBEHO ce
HasHayaBa Beuyep, 3a Aa ce usberHe pucka OT aexugpaTtauus npu naumeHTU C npobnemu npu
HOPMAJIHOT) XpaHeHe. XpaHeHEeTO CbC COHAA, Makap M HeOBXO0AMMO, € HEMpPaKTUYHO U He MOXe Ad
NpoABLJIKN MPEeKaneHo Ab/ITO BpeMe, Tbil KaTo HE MOXE Aa Ce OCUIYpU MbJIHOLEHHO NpUeMaHe Ha
BCUYKW Xpa AMTENHU BELLECTBA.

XpaHeHe ripe3 racrtpocromMa

B pe3yntar Ha uMkaTpuuuanHu NpoOMEHW B NMraBuuaTta Ha XpPaHOMPOBOAA € Bb3MOXHO Aa HacTbnu
nbrHa obniTepauns Ha nyMeHa My. ToBa YC/IOXKHEHUE Ce pa3nuea B CpPaBHWTENHO MNaja Bb3pacT
npu 6onHWTe C rpaHuyHa U aucTpodmuHa dopma Ha 3abonsiBaHETO, W Hanara XpaHeHeTo Aa
NPOABLSKK 4Ype3 Tpbba, KOATO ce BbBEXAa B CTOMaxa Npe3 cneuuasHo HanpaeeH OTBOP - T.Hap.
racTpocToma. lactpoctomata TpsibBa aa 6bvae fobpe dukcupaHa KbM KoXaTa Ha npefHa KopeMmHa
CTeHa 4pe3 HeTpaBMupal} neskonnact. ToBa npeanasea OT pUCK TpbbaTa Aa XIbTHE U NPOHWUKHE
npes nunopa Ha CToMmaxa, B AyoAeHyMa. ocnefHOTO AOBEXAAa NPaKTUHECKW OO M3KIIOYBaHE Ha
CTOMaxa OT npoueca Ha XpaHOCMUNAHE U AMPEKTHO NOCTLbMBaHE Ha XpaHaTa B TbHKUTE YepBa, a ToBa
BOAM A0 XPOHUYHA AMApWA C HENbNHa pe3opbumnsi Ha XpaHUTENHU BeLlecTBa M NaUMEHTLT OTCNabBa
6bp30 Ha erno (T.Hap. Dumping cuHapoM). B pesyntat Ha TO3M npouec ce A0CTUra A0 TEXKM
HapyLeHUs| BbB BOAHO-€MTIEKTPOSIMTHOTO U ankanHo-KUCENMHHOTO paBHoBecue U 6enTbuHus BanaHc B
opraHu3ma. ToBa CbCTOSIHME 3aCTpallaBa XXMBOTa W Hajara peaHUMMauMoHHO NeYeHne u HabnaeHue
Ha GONHMS C NapeHTepanHo BAWBAHE HA BOAHO-COMEBM U BUTAMWHO3HU pa3TBOPM, KaKTO U Ha
6enTbyHK ripoaykTn. Cnea Kopekuua Ha BMOXMMUYHKUTE NoKasaTenu 6bP30 U CBOEBpeMeHHO Tpabsa
[a Ce npeMuMHe KbM 3axpaHBaHe C Mafku KONM4ecTBa KanopudHa (6orata Ha Bbrnexuapary,
6enTeuUMHM 1 BUTaMMHW - HanpuMmep nacuMpaHa BTEYHEHa CMeC OT Kpaee Macio, NMb/HOMACNEeHO
CUpeHE U fyeneH mea) xpaHa. Mo NpuHUMN XpaHEHEeTO npe3 racTpocToMa TpsibBa ga CcTasa upes
MaJiku NOpLMM NosyTeqHa xpaHa, npueManu 6-10 NbTh AHEBHO. XpaHaTa He 6usa aa 6bAe HanusaHa
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npe3 (pyHHa HaBeAHbX, a Aa 6bae noaasaHa upes cTepunHa 10 CM 3 CNPUHLOBKA Ha Manku FTbTKU.
Taka ce ranoaobsiBa eCTECTBEHWS NpOUEC HA XpaHeHe npe3 ycCTaTa, KOETO € npearnocTaBka 3a
Mb/IHOUEHHO GYHKUMOHMpaHe Ha cToMaxa U uyepsaTa. TpsibBa Aa ce BHMMasa TpbbaTa fga He ce
3anywm 1 Koxarta OKONO Hes 4a He Ce Bb3nasin OT CTOMALLIeH COK MAW CTOMAWHOTO CbAbPXMMO. 3a
NpefoTBpaTABAaHE Ha MOCNEAHOTO KOXAaTa OKO/O racTpoctomata Tpsbsa Aa ce npoTvektupa ¢ Ung.
Zinci 10 % a npy Bb3NaneHue - C NOKanHU KOPTUKOCTEPOUAHMN KPEMOBE.,

B T.4. HayyHM mny0JMKauMH OT TOCJeHHTe NET TOAMHH H IPHJIOKEHA
Ondanorpagceka cnpaBka

Mons, nod.cpeneme ungpopmayuama 3a HeobxoOumume mepku 3a npogurakmuxa Ha 3ab0r8aHemo @
Eeponeuckisn cvio3 ¢ Oawnu om Hayynu nybauxayuu om nocieOnume nem 200unu. Bubnuozpagpckama
unghopmayus credsa 0a 6voe ogopmena ¢ cmun Banxyevp. Mons, npunosceme noanomexcmos eapuanm Ha
YUMUD IHUK: € HAYYHYU NYONUKAYUUL.

B MpunoxeHue N21003/082015 npeacTaBsamMe MbAHOTEKCTOB BapuaHT Ha MeXAyHapoAeH KOHCEHCYC
~Hait-1106F 1 npakTuku®, ,Hacoku 3a rpuxa 3a koxata v paHuTe npu 6ynosHa enuaepmonusa® (Denyer
1, Pillay E.

Best practize guidelines for skin and wound care in epidermolysis bullosa. International Consensus.
DEBRA, 2012.)

1. Hcpoarnosa U. MeduyuHcku mMeHUdMMbHM Ha 6onHume ¢ Epidermolysis Bullosa
Hereditaria. MeduyuHcku npeaned - MeOuYUHCKU MeHUOMMBHM U 30pasHa
nonumuka, 2001, 32(3): 1-50.

IMpeanoxennsa 3a opraHM3anusi HA MEIMIMHCKOTO 00CJIyKBaHe HA NALIMEHTHTE H 3a
puHaHCHpaHe HA CHOTBETHHTE NeHHOCTH, ChOOpa3eHH ¢ AeficTBAIIATA B CTpaHaTa
HOpMAaTH3HA ypenada

Mona, onuueme npeonodiCeHUA 3a OPeAHU3AYUS HA MEOUWUHCKOMO OBCAYICéaHe HA nayuenmume u 3a
tunancupaite Ha coomeemnume OeliHOCMU, CLOOPA3eHU ¢ OelicMBauama 6 CMpanama HopMamuena ypeoba,
BKIIOULMENNO 0BOCHOBAHU NPeONodcenus 3a OonbaHeHus u usMenenus. Ipednoxcenuama mpsbsa da yenam
nooobpasare Ha docmvna 00 KAYeCMEEHY, A0EK6AMHU U HABDEMEHHU MEOUYUHCKY U 30PAGHU PUNCY, KAKMO U
ONMUMUSUL IHE HA USNON36AHUME pecypcu 8 30pasHama CUCMeMd, 8 MOB8A YUCAO MAMEPUWIHU U HOBEULKU.
Hupopmayriama cnedeéa 0a ce no306a6a HA NpuemMy U YMELPOEHU MEOUYUHCKY CMAHOAPMU, HAYUOHATHU
KOHCEHCYCU, HACOKU 3a 000pa NPaKmuka u eKcnepmuu CMAaHOSUWA HA HAYUOHATHU KOHCYIMAHMU U HAYYHU
dpyscecmea. B cayuai, ue maxusa ne ca nanuunu 6 PenyGnuxa Bvnzapus, npunodcenume wysicoecmpannu
cmandapmu, HacoKu u KoHceHcycu cnedsa da bvdam npeeedenu Ha ObA2APCKU e3UK U AdANMUPAHU CbOBPA3HO
KOHKpemMHAMa cheyuguxa u ycnosus Ha Gvacapekama 30pasHa cucmema.

Onucanne Ha ONHTA ¢ KOHKPETHH NAIHEHTH ChC CHOTBETHOTO PSAKO 3a60.151BaHe (aKo
HMa TAKLB)

Mons, onuu. eme onuma 6 Penybauka Bvazapus ¢ KOHKpemHU nAYyueHmu cbC CbOMeemHOmo paoko 3abonasare.
Mona, nodicpeneme uHpopmayusma ¢ OawHu OmM HAYYHU HYOIUKAYUU OM HNOCIeOHuUme nem 200UHU.
bubnuoepag ckama ungopmayus credsa 0a 6voe ogopmena 6 cmun Banxyevp

1. Hiepoanosa H., M. Tpawnuesa, JI. Anzenoea. Epidermolysis bullosa hereditaria
dy.trophica — ycnoocnenus. lIpeocmaesne na osa ciyyas. I'oouwen coopuux HMAB,
20190, 6 (1): 69-73.

2. Wopdarnosa M., IMeee /., Tlocnoduros [., Tpawnuesa M. XupypeuyHa
pe<oHcmpyKyuAa Ha decpopmumem mun ,60Kcbopcka pvrasuua”. flepmamonozun u
seeponozus 2008, 46, Suppl 1: 44-46.

3. Konapoea — Aneea H., H. Hopoanosa, Il. Tonues, K. Tabaxosa. Tlosedenue u
MY TMUOUCYUNIUHAPEH NOOX00 NPU HOBOPOOEHU ¢ 8POOeHA GYI03HA enudepmoausa,
Cr. Hayka Ilyamonoeus, 2013, 6p. 3, 24 — 30.
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Hopoanoea U, I'ocnoounoea K., I'unuesa B., Aneea H., Xac K., I'ocnoounos /.
Huaznosa, newenue u npocnosa npu nosopooenu c¢ Epidermolysis bullosa simplex u

Epidermolysis bullosa junctionalis letalis. [lepmamonocus u eeneponozus, LII 2014
(1) 48-56.

Kaaklieva S., I. Yordanova, L. Bruckner-Tuderman C. Has. Acral Peeling Skin
Syndrome Resembling Epidermolysis Bullosa Simplex in a 10-Month-Old Boy. Case
Rep Dermatol 2013;5:210-214.

Yordanova I, |Ivanova V. Karaivanov M. A comparative study of
immunohistochemistry (collagen IV expression) and electron microscopy used in the
diagnosis of the major types of inherited epidermolysis bullosa in Bulgaria. Clinical
application of immunology 2004, 3 (1): 332-336.

HUopdarosa WU., C. Has, [. Focnoduros, L. Brukner-Tuderman, J. Kohlhase. Cnyuali Ha
peiyecusHa Epidermolysis bullosa dystrophica — umyHognyopecueHmHo u
€/12MPOHHO-MUKPOCKOMNCKO uscnedsare, JHK mymazeHeH aHanus. [lepmamonoaus u
seiieponozusn 2010, 48 (1): 34 -39.

Yoidanova I., Gospodinov D. Chapter Genodermatoses in: Illlustrated Manual of
Gender Dermatology: Ed. by L. Parish, S. Brenner, M. Ramos de-Silva, J. Parish Jones
and Bartlett Publishers, Boston, Massachusetts 2010, Chapter 11: 83 — 96.
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lloBegenue u mynmugucyunnunapen
meguyuncku nogxog npu HoBopogexu
: 6pogena 6ynosxa enugepmonu3a

A:p Hags KonapoBa-HeBa', g-p VBeauHa VlopgaHoBa®, g-p MeHyo ToHueB?,
g-p Kpucmura TabakoBa'

'K\imeopa no neduampus, Meouyuncku ynusepcumem, [1reeen

2Cmoenenue no RIACMUYHO-6b3CMAHOBUMENNHA XUpypeus u uszapsanus, YMbBAJL ,, JI-p [eopeu Cmpancku“,
ILiesen

3K unuka no koxcnu u eenepuunu 6onecmu, Y MBAJI |, JI-p leopeu Cmpancku*, [Inesen

Te;. munbm ‘Epidermolysis bullosa hereditaria’ (EB) xapakmepusupa xemepozerHa epyna peghu HacaegcmBeru 3a60As-
Baius, npoaBaBawiu ce HenocpegcmBero uau ckopo caeg parkgaHemo ¢ obpasyBare Ha Mexypu u eposuu no kowama u
AuiaBuyume, Bv3HukBawju cnonmarHo uau BcaegcmBue Ha MEXAHUYHO gpasHeHe.

YHicaegaBaremo e aBmo3oMHO-GOMUHAHMHO uAU aBmo3omMro-peuecuBro. PasaudaBam ce mpu ocHoBHU ¢opmu Ha EB:
etdermolysis bullosa simplex (EBS), epidermolysis bullosa junctionalis (EBJ) u epidermolysis bullosa dystrophica (EBD).
Knnuynume nposBu Ha EB Bapupam om obpa3syBare Ha eguHUYHU MeXypu no gaaHume u cmbnaaama npu obukHoBe-
HG Na aBmo3oMHO-GOMUHAMHa ¢opma Ha 3a60A9BaHemo go 2eHepaAu3upaHo $opMupare Ha Byau, mpygHo 3a3gpaBs-
Baiyu eposuu, ampoguyru yukampukcu u mewku kodkHo-auzaBuyru u myckyaHo-cmaBru gedopmauuu npu merkume
atimosomHo-peuecuBru popmu. 3aboraBaremo uma npoepecuBer xog u conpoBorkga boaHume go kpas Ha WuBoma um,
kaino Bogu go unBaaugusayus. B Had-mexkkume cayuau uzxogbm e AemaneH, BcaegcmBue Ha cencuc owue B HeOHamanHus
nejuog uau Ha pazBumue Ha cnuHoueayaapeH kapyuxom B maaga Bvapacm.

pegcmaBame gBa cayuas Ha HoBopogeru ¢ epidermolysis bullosa simplex u epidermolysis bullosa dystrophica, rekyBa-
Hu B femcka kaurnuka Ha YMBAA ,O-p leopeu Cmparcku”, MaeBew.

byso3nama enugepmonusa nocmaBsa ocHoBHu akuenmu Bbpxy guazHocmukama, cCuMnmomMamu4HoOmo AeyeHue Ha PaHu-
me u epo3uume, HaAG2AULO AAZOPUMBM 3a AOKAAHOMO UM AeveHue u npoguaakmukama Ha ycaokHenusma, cBvpsanu
¢vt 3abonaBaremo.

He sbxogumo e obcvikgare Ha npomokoaa Ha noBegeue npu popmume Ha moBa 3aboasBaHe ¢ mexko npomuyare B He-
oriimanHama u kvpmaveckama Bvspacm. CneyuaaHo BHumarue cregBa ga ce obbpHe Ha npenamaaqamd guazHocmuka
B 2aceenamume cemelicmBa npu bbgelyu bpeMeHHOCMU, Ha MeguuuHckua merugkmbHm u BkalouBaremo Ha nayuenmu-
me ¢ EB B aucmama Ha H30K 3a beanaamHo ocueypaBane na ckonocmpyBauwiume meguuuncku koHcymamuBu.
KnlovoBu gymu: Epidermolysis bullosa, eposuu, cencuc

Clinical Management And Multidisciplinary Approach In Newborns
Whit Congenital Epidermolysis Bullosa

Nidya Kolarova-Yaneva', ivelina Yordanova®, Pecho Tonchev?, Kristina Tabakova'
'Department of Children‘s Diseases, Medical University of Pleven

’Department of Plastic, Reconstructive surgery and burns, UMHAT ,Dr. Georgi Stranski”, Pleven
*Department of Dermatology and venereal diseases, UMHAT ,Dr. Georgi Stranski”, Pleven
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Abstrait

Epide -molysis bullosa hereditaria (EB) is a heterogeneous group of rare hereditary diseases which become clinically
evident immediately or shortly after birth with blistering and erosions of the skin and the mucus either spontaneously
ar as .1 result of mechanical irritation.

The inheritance of these disorders is either autosomal dominant or autosomal recessive. There are three main sub-
grouf:s: epidermolysis bullosa simplex (EBS), epidermolysis bullosa junctionalis (EBJ) and epidermolysis bullosa dystro-
bhica (EBD).

The clinical manifestations of EB vary from single blistering on the palms or soles which are quite common in the auto-
somai dominant form of the disease to generalized formation of bulloses, difficult to heal erosions, atrophic cicatrices
and s.2vere mucocutaneous, muscle and joint’s abnormalities in the autosomal recessive forms. The disease is progres-
sive and lifelong, and causes disability. In the most severe cases it leads to death due to sepsis in the neonatal period
or spinal cellular carcinoma in adolescence.

This article presents two clinical cases of neonates with Epidermolysis bullosa simplex and Epidermolysis bullosa dystro-
bhica, which were treated in the Pediatric clinic of the University hospital - Pleven.

Epide -molysis bullosa requires precise diagnosis and clinical management focused on symptomatic treatment of wounds
and erosions and prevention of complications associated with the disease.

Clinicul protocols and treatment plans should be discussed especially in the severe forms of the disease during neonatal
periotl and infancy. Special attention should be paid to prenatal diagnosis of the future pregnancies in affected fami-
lies, medical management and the inclusion of patients with EB in the list of NHIF for free provision of costly medical

supp!es.
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BuvBeg:Hue

Tepmunobr ‘Epidermolysis bullosa hereditaria’
(EB) xapakma2pusupa egHa kauHuuHoO, 2eHemuu-
HO U BUONAOZ JY4HO XemepozeHHa 2pyna om peg-
ku Hacaegcmi3eHu 3abonanaBaHun, npoaBaBawu ce
Henocpegcmi3eHo uau ckopo caeg parkgaHemo
¢ obpasyBaHiz Ha Besukyau u eposuu no koxka-
ma u AuzaBuiiume, Bo3sHukBawu CNOHMAaHHO UAU
BcregcmBue Ha MexaHuuyHO gpasHeHe™. YHacne-
gaBaHemo e aBmMO30OMHO-gOMUHaHMHO uAu aB-
MO30MHO-pelecuBHo® . B 3aBucumocm om
yampacmpyk nypHomo HuBo Ha o6pasyBaHe Ha
6yAu ce pasAl.luaBam mpu ocHoBHU ¢popmu Ha EB:
epidermolysis bullosa simplex (EBS), epidermolysis
bullosa junct onalis (EBJ) u epidermolysis bullosa
dystrophica (EBD). KAuHU4HUME npoAaBu Ha EB
Bapupam orn obpa3syBaHe Ha eguHu4Hu Besuky-
AU NO gAaHLImMe u cmbnarama npu obukHoBe-
Hama aEmoiomMHO-goMuHamHa ¢opma Ha 3abo-
AfBanemo" # ® go zeHepaausupaHo ¢opmupaHe
Ha 6yAu, mpygHO 3a3gpaBaBawu eposuu, ampo-
duuHu yukampukcu u mexkku kokHo-AuzaBuuHu
u MyckyaHO-tmaBHU u3smMeHeHus npu mexkume
aBmo3omMHo-peuecuBHU GOpMU Ha 2paHUMHama
u gucmpoduyHama EB* > 27, 3a6oanBaHemo uma
npozpecuBer xog u conpoBokga 6oaHume go
kpas Ha >kuB:ma um, kamo 8ogu go mekka unBa-
augusauus. E Hal-mexkkume cayvau ce cmuza go
AemaneH usxng BcaegemBue Ha cencuc owe 8 He-
OoHamaAHam:i Bb3pacm uau go pasBumue Ha cnu-
HoueayrapeH kapuuHom 8 mMAaaga Bo3apacm!'' 1440,
ToBa npaBu 3ceku nayueHm c EB yHukaneH. Tou

Havka Ilvamonoeus  3/2013

kamo kokama Ha geuama ¢ EB e ya3Buma ,kamo
kpuae Ha nenepyga”, me ca HapeuyeHU ,nenepy-
geHu geua”. Om 2012 2. 8 YMBAA ,[-p leopau
Cmpancku”, NaeBeH, e chpopmupaH Myamugucuun-
AuHapeH MeguuuHcku ekun 3a guazHocmuka u Ae-
yeHue Ha HoBopogeHu ¢ BpogeHa GyAosHa enu-
gepmMoAu3a, npegcmaBeH om gepMamoAoe, ne-
guamvp U Xupype, NnpeMuHanu cneyuaneH kypc Ha
obyuyeHue B 6oaHuua Bambino Gezu 8 Wmanus,
Great Ormond Street Hospital for Children 8 Aon-
goH, 8 LleHmop no 6Byno3Ha enugepmoausa kom
KauHuka no gepmamonozus Ha MeguuuHckus yHuU-
Bepcumem BvB8 Ppaiibypz, fepmaHus. MNpegcma-
Bame gBa cayuyas Ha HoBopogeHu ¢ epidermolysis
bullosa simplex u epidermolysis bullosa
dystrophica, aekyBaHu 8 [HOemcka kaunuka Ha
YMBAA ,.-p feopau Cmpancku”, MNaeBeH.

KnunuueH cnyvaii 1

Ieme om keHcku noa, Ha 7-gHeBHa Bob3pacm,
om 2p. lymeH. PogeHo 8 mepmuH om nopBa na-
moaoc2uU4HO npomekaa BpemeHHocm (malka ¢
2ecmauuoHeH guabem), ¢ meaao U pocm 8 pam-
kume Ha Hopmama. QamuaHO HeoBpemeHeHo.
HenocpegcmBeHo caeg pakgaHemo ca ycmaHo-
BeHu 6yau Bopxy kokama Ha pvueme u cmona-
Aama. HacoueHo 3a guazHOCMUYHO YMOYHeHue u
AeyeHue 8 YMBAA ,O-p I. CmpaHcku” 8 MaeBeH.
Mpu nocmvnBaHemo gememo e 8 HesagoBoAu-
meAHO oBuo CbcmosHue, ¢ Yucmo BesukyaapHo
guwaHe 6e3 xpunoBa Haxogka, pumMuyYyHa Cop-
geuHa geliHocm, 6e3 ga ce gonaBam wymoBe, mek



kopem, ¢ ycuaeHa nepucmaamuka. Mo kokama
Ha 20pHU, JOAHU kpalHuuu u mopca ce Habalo-
gaBam pa3wudHU NO 20AeMUHa ByAu, U3NbAHEHU C
MbMHO Cob(; bPKUMO, U 0BLWIUPHU €po3uBHU Ae3uu
(duz. 1, 2). EQUHUYHU epo3uu NO yCMHama Auz2a-
Buua. HanpaBeHa e kokHa 6uoncus u e u3Bop-
UIEHO UHG JpeKmHO UMYHODAYOPECUEHMHO Us3-
cregBaHe Ha Ae3uOHaAHa u nepuAesuoHanHa koXka
(Antigen mapping) 3a ymouHaBaHe Ha ¢popmama
Ha EB u g:BaHe Ha npozHO3a Ha 3aboasBaHemo
Coe cogetcmBuemo Ha LieHmopa no ByaosHa enu-
gepmonusa kom KauHuka no gepmamonozus -
MeguuuHchku yHuBepcumem 8v8 Ppalbypz, lep-
MaHus. Mo:maBeHa e guazHosa epidermolysis bul-
losa simplex ¢ gobpa npozHo3sa. YcmaHoBeHu ca
AabopPaMOHU gaHHU 33 XUNOHaMPUEMUs U Xu-
nonpomeu 41emus. MukpobuoaozuuHomo uscaeg-
BaHe om p.aHeBu ekcygam gokasBa Enterococcus
fecalis. Mo Bpeme Ha npecmon 8 kauHukama ge-
memo no€ Jwu memnepamypama, koemo Hano-
&u nocmataHemo Ha ueHmpaneH BeHo3zeH kame-
mop, Ekalc4B8aHe Ha cucmemHa aHmMubGuomuyHa
mepanus, 3AauBaHe Ha BogHo-coneBu pasmBopu
U XymaH-a'6ymuH. MpoBege ce aokanHa mepa-
NUA Ype3 aHmucenmuyHu 6aHu, xupypaudecka
obpabomki u npeBpobsku Ha 3acezHamume yyac-
mouu (¢u:. 3). BcaegcmBue Ha npoBegeHama
mepanus ¢jememo 6e usnucaHo adebpuaHo, B8
gobpo 0bLIIO CbCMOosiHUE C YaCMUYHO enumeAu-
3upanu koskHu Aesuu. To 6e npocaegeHo go Ha-
BvpwBaHe Ha 6-meceyHa Bb3pacm, kamo nokasa
HopMaAaHo husuvecko u HepBHo-ncuxuvecko pas-
Bumue 8 pamkume Ha Hopmume 3a Bb3pacmma.
PeuuguBupawomo o6pa3syBaHe Ha Byau Hamans,
a epo3uum2 enumeausupaxa 6e3 uukampukcu, ¢
HaAuuue Hia MHokecmBo muauymu. Odopmu ce
mexkka HollbmHa gucmpodua Ha npbcmume Ha
poueme u lpakama (duz. 4).

Quez. 1, 2. Byau, uanvaneHu ¢
MbIMHO CbgbpXkuMo, U 06LILUPHU
©po3uBHuU Ae3uU

Quz. 3. Xupypauuecka obpabomka
u npeBpb3ku Ha 3acezHamume
yyacmuuy

Quz. 4. HokemHa gucmpodus Ha
npvcmume Ha pbueme u kpakama

Knunuues cnyvail 2

Momuye Ha 10-gHeBHa Bv3pacm om 2p. Pyce.
PogeHo 8 mepmuH om nvpBa HopMaAHO npome-
kaa 6pemeHHOCM, ¢ Mme2n0 U pvcm 8 pamkume
Ha Hopmama u ¢ Anzap 6.7. Caeg pakgaHemo
npaBam BneyamaeHue gbazu u meku HOKmu Ha
npvcmume Ha 20pHume kpadHuuu. YcmaHoBe-
HU ca y4acmobuu Ha auncBawa koka Ha novpBu
U nemu npbcm Ha gacHama poka u Ha nbpBu
u mpemu npocm Ha AsBama pvka. lememo e
nocmaBeHo B8 kyBvo3 3a egHO geHoHOWUE, CAeg
koemo ce noaBaBam mHokecmBo Besukyau u
eposuu no kokama Ha goaHume kpalHuuuy,
ceganuwemo, mopca u 8 uHzBuHaanHUME 2bH-
ku. HacoueHo e 3a guazHOCMUYHO YMOYHEHuUe
u AevyeHue B8 Aemcka kauHuka Ha YMBAA ,0O-p
I Cmpatcku” 8 lMNaeBeH, kngemo e npuemo 8
3agoBoAumeAHO 06Wo CbcmosHUE C 2eHepaAu-
3upaHu no koxkama Ha mopca u kpadHuuyume
Besukyau u epo3uu c pasmepu 2-4 cm (¢uz. 5).
HanpaBeHa 6e kodkHa 6uoncus om Ae3uoHaa-

Quz. 5. Beaukyau u epoauu, 2eHepaausuparu no kokama Ha mopca u
kpaUHuuume



Ha koka, koimo ycmaHoBu Haauyue Ha cybe-
nugepmaneH 6aucmep. MocmaBeHa 6e guazHo-
3a epidermolysis bullosa dystrophica. Bsema 6e
Mukpo6UoAC2zU4Ha npoba om Byaa u 6e ycmaHo-
BeHa uHdekuus ¢ E. coli. AabopamopHume gaH-
HU 33 XUNOHaMpUEeMUs U XunonpomeuHemus
HanoXkuxa BruBaHe Ha BogHo-coneBu pasmBo-
pu U xymaH-aABymuH. MpunokeHa 6e cucmem-
Ha aHmubuc nuyHa mepanus (Amikacin, Ceftri-
axon). HanpaBeHa 6e xupypauuyHa obpabomka
u npeBpu3ka Ha 3acezHamume yyacmbuu. flo-
pagu ymouHeHama guazHo3a ¢ Aowa NpozHO-
3a U Heobxcgumocmma om ekegHeBHU 2pu-
ku, gememc 6e ocmaBeHo om pogumeAume 8
amcra, Pycq. OB8e cegMmuuu no-kocHo, nopagu
nosBama Ha ¢pebpuaumem, mo 6e xocnuma-
AusupaHo 8 Oemcko omgeneHue Ha MBAA -
Pyce ¢ guaz4o3a 6poHxonHeBMoHus, kbgemo
cneg npoBeijeHo 20-gHeBHO AeveHue U mpu-
kpamHu ¢efipuaHu enusogu cocmoaHuemo My
pazko ce BacwaBa ¢ nosBama Ha HeBpoaozuu-
Ha cumnmomamuka - u3spaseHa MyckyaHa Xu-
NOMOHUA, ALINCA Ha ZbAmameAeH u cykameneH
pepaeke, ncaBa Ha pomamopeH Hucmazom.
Om komnloriiopHama momozpagus ca ycmaHo-
8eHu gaHHU 3a UCXEMUYEH MO3bYeH UHCYAM na-
puemanHo (ouz. 7). lememo e Haco4eHO 3a Ae-
yeHue omHcBo 8 Aemcka kauHuka Ha YMBAA
A-p I CmpiHcku” 8 MaeBeH, kogemo no Bpe-
Me Ha npecinoA My e B8 uskalouumeaHo mexk-
ko 06w cvi:mosHue ¢ nepcucmupauw, $pebpu-
AUMem, gormuzaw, cenmuyHu cmoldHocmu.
YcrnaHoBeHu ca mekko usocmaBaHe B8b8 ¢u-
3uveckomo [ra3Bumue, aHeMus u xunonpomeu-
Hemus. Om 1aukpobuonozu4Ho uscaegBaHe om
paHeBu ekcygam u xemokyamypa 6e usoaupaH
MyAmup23ucmeHmeH wam Serratia marcescens.
M3paseHusm eksaHnmem Bv3npensmcmBawe
ocuypaBaHemo Ha BeHo3eH gocmvn, koemo
3HAYUMEAHO 3ampygHU A€YeHUEmMO U HanoXku
8 enusogumre 6e3 BeHoseH usmouyHuk npuaa-
2aHemMo Ha aHMuBuomMu4yHa mepanus uHmMpa-
MyckyaHo. [lpoBerkgaHo AeveHue: aHmMubuo-
muyHa mepanus (Meropenem, Vancomycin,
Amikacin,Cetriaxon), maHumoa, BumamuH K,

Quz. 6. KT - ucxemuueH
MO3bYEH UHCYAM
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BogHo-coneBa pexugpamauyus, npoduomuuy,
BAuBaHe Ha epumpouumHa Maca, xpaHeHe npes
COHga, acnupayus Ha 20pHU guxameAHU Nbmu-
wa, kucaropogomepanus, agpeHanuH, Henpsak
copgeyeH Macak. Ha poHa Ha npoBedkgaHama
AokaaHa mepanus upe3 aHmucenmuyHu 6aHu
U Xupypau4yHa obpabomka Ha paHume ¢ npu-
AazaHe Ha xugpokoaougHu npeBpu3ku coc cpe-
6po, He ce HabAalogaBawe enumeaAu3auyus, epo-
3uBHUMe Ae3uu ce paswupnaBaxa, obpa3yBaxa
ce HOBu 6yAau. Mpu usvepnBaHe Ha Bcuuku Bob3-
MokHOCmMu 3a cbgoB gocmon (ueHmpaaeH Be-
Ho3eH usmouHuk, BeHenyHkuus u BeHecekuus),
Buvnpeku npuaokeHOoMo AeuveHue, ce Habaloga-
Bawe npozpecupawo BrowaBaHe Ha Cocmos-
HUEMO U Ha 2-mecevyHa Bb3pacm Hacmbnu in-
suficiencia respiratoria et cardio-circulatoria u
A€MaAeH U3xog.

fuckycus

M3BopweHu ca peguua enugeMuoAOUMHU
npoy4Batrus Bopxy EB 8 EBpona, Asus, KOxXHa Ad-
puka u CALWZ 3% 4 EnugeMuoAOZU4HOMO Npo-
yuBaHe Bopxy epidermolysis bullosa hereditaria
8 Bvazapus ycmaHoB8aBa 91 60AHU C pa3AudHU
$dopmMmu Ha 3aboasBaHemo, ¢ paBHomepHO 2eo-
2padcko pasnpegeneHue Ha mepumopusama Ha
cmpaHama’. YcmaHoBeHama 3a bbazapus 3abone-
Baemocm kom 31.12.2001 2. e 8.6/1 MAH. Hacene-
Hue 3a Bcuuku dopmu Ha EB. 3a EBS msa e 5.3/1
MAH. HaceAeHue; 3a EBJ — 0.1/1 MAH. HaceaeHue u
3a EBD 3.1 /1 MAH. HaceaeHue®. 3aboreBaemocm-
ma, ycmaHoBeHa 3a EB 8 Boaapus, e nogobHa Ha
masu, ycmaHoBeHa 3a pasaudsume ¢opmu Ha 3a-
BoasBaHemo 8 AnoHus®.

CvBpemeHHUMe MonekyasipHO-2eHemMUYHU
uscaegBaHuAa ycmaHoBaBam, ue epidermolysis
bullosa hereditaria ce goaku Ha 2eHemuyHU My-
mauuu (12q11-q13, 1925-q31, 3qg21), nopagu
koumo agxe3uoHHU Moaekyau u npomeuHu (ke-
pamuH 5, kepamuH 14, AaMUHUH, UHMezpuH, ko-
AazeH 1V, koaazeH VII) ca npOMEHEHU UAU HanbA-
HO AuncBawu 8 cmpykmypume Ha enugepmuca,
gepmMoenugepMaAHama 2paHuYHa 30Ha U gepma-
ma'® 7. 26344 ToBa obycaaBa no-canabama Bposka
mexkgy kaemkume 8 cnomeHamume caoeBe, pas-
kocBaHemo Ha MedkgykaembuHume koHmakmu,
cvbupaHemo Ha mvkaHHa meyHocm u $opmMupa-
Hemo Ha pasHokaaubpeHu Besukyau u mMexypu.

Tpume ocHoBHU popmu Ha 3aboasBaHemo -
epidermolysis bullosa simplex, epidermolysis bul-
losa junctionalis, epidermolysis bullosa dystro-



Macmo Ha
obpazyBare Ha

AxzaxkupaHu cmpykmypu

‘ i mexypume
EB SIMPIEX BasaneH [lecMo3omHu
enugepManeH cAoll | MexkgykaembuHu
koHmakmu

EB JUNCTIONA_IS | [lepmoenugepmanHa | Xemugecmosomuy,

2paHuvHa 30Ha 3akomBau purameHmu
(lamina lucida)
[lepmoenugepmanna | 3akomBawu ¢pebpuau
2paHuYHa 30Ha

(sublamina densa)

EB DYSTROPHICA

Ta6a. 1. KauHuuiiu dopmu Ha EB cnopeg yampacmpykmypHomo HuBo Ha
obpa3dyBatie Ha Mexypume U aHzaXXupaHume aHamoMUYHU cmpykmypu

phica (ma6a. 1), ce nogpasgeaam Ha 20Aam 6poll
Bapuanmu (no3Hamu ca Hag 23 pasAuyHu cybmu-
na), Bceku om koumo ce xapakmepusupa ¢ onpe-
geneHa kauHuuyHa kapmuHa, guazHo3a, ycAoXkHe-
HUS U npoz-o3a> % %,

LuazHo:ama Ha 3aboaaBanemo ce nocmaBsa
upes kauHuueH npezaeg u koxkHa 6uoncus Ha Ae-
3uOHaAHama u nepuaesuoHarHama koXka nocpeg-
cmBowm u3roasBaHe Ha cneyuanHU MOPGOAOUY-
HU u3scaegtiaHun (antigen mapping, enekmpoHHa
Mukpockonus), 3acszaHemo Ha yBpegeHus 2eH ce
nomBepxkcaBa upes OHK MymazeHeH aHaaus® '
20, 2, 37, 1«8.

Kaunuyiiume usaBu u ycaoXkneHusma Ha EB
Mozam ga bbgam ca cregHUME:

= O5pasyBaHe Ha Be3ukyau u paHu no korkama
U Au2aBuul. me, CNOHMAaHHO UAU CA€g MUHUMAAEH
MexaHuuen Hamuck. PaHeBu uHdekuuu - omezo-
8opHu 3a yyukaBaHemo Ha dasama Ha mokaHHO
BvacmanofiaBaHe u kokHa enumeausauus® !

® P&3Buimue Ha cencuc 8 nepuoga Ha HoBopo-
geHomo u [<opmaveckus nepuog™

® O¢opmaHe Ha ampoduuHu uukampukeu u
koHmpakmiypu, Bogewu go o¢yHkuuoHaAHU yB-
perkgaHun 1Ha 3acezHamume cmabBu u myckyau®®

= Cpacn'BaHe Ha npbcmume Ha poueme U kpa-
kama (cutigakmuaus). Auncama Ha gBukeHus
nopagu 6cAkama u HapyweHOmMO XpaHeHe go-
npuHaca 3ié gekaauugukauus Ha kocmume u 3a
uHakmuBurmemna myckyaHa gucmpodgus. B Hal-
mexkkume cayyau Ha peuecuBHa gucmpoduuHa
EB pvueme gobuBam Bug Ha ,60kcoopcka poka-
Buua"®

® Pa3Burnue Ha koHmpakmypu u 3ampygHeHus
8 nogBukriocmma. Lukampusupanemo 8ogu go
MyckyaHa a npodus, ckbcaBaHe Ha cyxokuAuama,
koemo 3aeyHo ¢ 6oAkume om paHume NpuYuHA-
Ba ob6e3gBukBaHe Ha egHa uAu noBeue cmaBu®

= OnagédHe Ha 3v6u u Hokmu?

® PazBumue Ha XeanasogeduuumHa aHemusa u
XunonpomeuHnemus, BcregcmBue Ha Hegoumbu-
HOMO XpaHeHe Ha 6oAHUMe?

8 Texkko usocmaBaHe Bv8 ¢usuueckomo pas-
Bumue™

8 Tpaxeo-AapuHzeaAHU NPOMEHU — epo3uu Ha
mpaxeaAHUA enumea, AapuHzeaneH cmpugop 13-
40%, yecmu uH¢pekuuu Ha IFON™

® O4HU hpobAaemu - cuHexuu Ha koHloHkmuBa-
ma, symplepharon®

® [acmpouHmecmMuHaAHU NnpobaeMu — 06pasy-
BaHe Ha Besukyau 8 ycmHama kyxuHa, pasBumue
Ha mukpocmomus, aHkuaozaocus, 2acmpoesoda-
2eaneH pedayke, cmeHosu Ha e3odaza, gucdazus,
MaAaHympuyun'®- 34

® BobpeuHu yBpegu - Mukpo- u makpoxemamy-
pus, Mukpo- u MakponpomeuHypusi, XPOHUYEH 2A0-
MepynoHedpum, mpombosa Ha v. renalis, amuro-
ugo3a, XpoHu4Ha 6vbpeyHa HegocmamuoyHocm' ¥

®= ApmepuanHa xunepmoHus, AeBokamepHa
gucdyHkuus, gunamamuBHa kapguomuonamus -
npu gucmpoduuHama popma Ha EB?

s Ocmeonopo3sa'’?

= PazBumue Ha carcinoma spinocellulare u
angiosarcoma Ha mMecmama Ha MmpygHo-3a3gpa-
B8aBawume paHu go HaBbpwBaHe Ha 40-z0guwi-
Ha Bv3pacm 8 cayyau Ha EBD™ % 3642,

Cayvaume Ha EBS npomuuyam ¢ no-manko yc-
AOXKHeHUA u ca c gobpa npozHO3a N0 OMHoWeHUe
Ha npogbrkumeaHocmma Ha kuBoma. Qokamo
cayqaume Ha EBJ u EBD, ocobeHo aBmo3omHo-pe-
uecuBHoO yHacregaBaHume, ce xapakmepusupam
¢ MHoXkecmBo ycaokHeHus,, HacmbnBawu owe 8
HeoHamaAHama, paHHama gemcka u mMaagama
Bv3pacm, Bogewu go npozpecupawa uHBaaugu-
3auUuA U UMawu AOWA NPOZHO3a N0 OMHOWEHUE
Ha kuBoma®. OcobeHo meXkko npomuya 3a60Aa-
B8aHemo B8 HeoHamanHama u kopmaueckama Bobs-
pacm, kozamo He3aBucumo om ¢opmama, gopu
u 8 Hal-nekume cayyau, mo moke ga 3aBbpwiu
CbC CENCUC U AemaneH usxog 2%,

B npegcmaBeHume om Hac gBa cayuan Ha EB 8
nepuoga Ha HoBopogeHomo HabalogaBaxme peuu-
guBupawo obpasyBaHe Ha 6yau u epo3uu no koXka-
ma u AuzaBuuume, npoBokupaHu om MUHUMaAeH
Hamuck u mpueHe, HenocpegcmBeHo caeg pakga-
Hemo. U B gBama cayuan 6axa gokasanu paHeBu un-
¢dekuuu, nogobHo Ha onucaHume 8 Aumepamypa-
ma cayvau. EposuBHume Aesuu npu nauueHmu ¢ EB
ca BxogHa Bpama 3a 8mopuyHu uHpekuuu, koumo
8 HeoHamaAaHama u paHHama kopmayecka Bb3pacm
Mozam ga goBegam go pa3Bumue Ha cencuc, ge-
MOHCMpuUpaHo B caydad 2 c EBD?. 3a pasauka om



cAy4al 1 ¢ guazHosa EBS, npu kotimo ce ycmaHo-
Bu ozpaHuyerio obpa3zyBaHe Ha Besukyau, enume-
AU3auUR Ha eposuume 6He3 uukampukcu u gobpa
NPO2HO3a NO DMHoweHue Ha XkuBoma, npu cayMall
2 ¢ guazHo3a |:BD 6e ycmaHoBeHO 2eHepanusupaHo
obpasyBaHe Ha mMexypu, 0BUIUpPHU epo3uu, paHeBa
uHpekuua ¢ MyamupesucmeHmeH wam, caaba go
noumu Auncfawa meHgeHUUs 33 enumeAusauus,
aHemua, xuncnpomeuHemus u mexkko usocmaBa-
He Bv8 pusuwackomo pasBumue, HeBpoaozuyHU yc-
AOXHEHUs € Abwa npozHo3a. U 8 gBama cayvas Ha-
BalogaBaxme mexkko 3acszaHe Ha Hokmume — om
pa3Bumue Ha mexkka HokemHa gucmpodun 8 cay-
uali 1 go nbAH40 omnagaHe Ha Hokmume 8 cayvali
2. OnucaHums om Hac npoMeHu ca Beye cobobuleHU
8 HayuyHama /umepamypa npu nauueHmu ¢ EBS u
EBD. UmeHHO me3u kauHUYHU nposaBu u ycaokHe-
HUs1 Ha 3a6on: BaHemo B pasauyHume My KAUHUYHU
dopmu 8 HeoHamaAaHuA nepuog Harokuxa Myamu-
gucnAuHapeH MeguuuHcku nogxog.
Npuaoxker 6e chegHuam

[luazHocmuy4eH nogxoy

= [lemem ce npuema 8 cneyuaausupaH ueH-
mup 3a Aeuet ue Ha Eb 3aegHo ¢ matkama, kosmo
we 6bge 06y4eHa ga 20 o6caykBa.

= HacmatiaBa ce 8 camocmoamenHa cmas, 3a
ga ce Hamanll onacHocmma om BompeboAHUY-
HU uHpekuuu.

» MeguuiHckusm nepcoHan npegBapumen-
HO 06cvikga MuHUManHomo koauvecmBo kpoB-
Hu u3caegBaius, koumo we 6bgam 83emu.

= N3Bvpu. BaHemo Ha koxkHa 6Guoncus 3a on-
pegeasHe Hé dopmama Ha EB cmaBa 8 KauHu-
ka no kokHu u BeHepuuecku 3aboasBaHus Ha
YMBAA - MneBeH.

® [eHemu4HO u3cAegBaHe 3a EB upe3 OHK
MymauyuoHeld aHaAu3 Ha 60AHOMO geme, po-
gumeaume, Bpamama u cecmpume ce npa-
Bu B8 OHK guazHocmuuyHu Aabopamopuu B8
ABcmpusn, fi:pmaHus, imaaus, Beaukobpuma-
HUA (npu BvimoXkHoCm).

Neueniie Ha epidermolysis
bullos: hereditaria

B cBemoBi:H mawab ce npunaazam Hakou coBpe-
MeHHU rnepineBmuyHu cmpamezuu — AeveHue
ype3 npucadcjaHe Ha 2eHHo-MoguduyupaHa koka
(2004) nog prkoBogcmBomo Ha npod. Mukene ge
Nyka (Mogena, imanus); aeueHue ¢ npucakgaHne
Ha cmBonoBi. kaemku (MuHecoma, CALL); mepa-

Havka lyamo  ozus  3/2013

nus ¢ koaazeH VIl (KaaugopHus, CALL) u gp.”™ *
Tesu cmpameauu ca Bce owe B8 cmagus Ha kau-
HU4YHO npoyuBaHe. Joceza He e u3sBecmHo kaysa-
AHO AeveHue Ha 3aboaaBaHemo. EguHcmBeHama
aanmepHamuBa ocmaBa npaBuaHo npoBerkgaHa-
ma AokaaHa mepanun 3a AeYeHUe Ha eposuume u
paHume ¢ kpemoBe u yHzB8eHmu cpewy 6akmepu-
anHama uHdekuus, ¢ enUMeAOMOHUYHU Npenapa-
mu, o6aekuaBawu copbexka, ¢ nokanHu cpegecmBa
u cpegcmBa 3a noggopkaHe Ha kokama. Oco-
6eHo BakHo macmo 6 ackaaHama mepanus 3ae-
Mam He3sarenBawume ampaBmamuyHu xugpoko-
AOUgHU npeBpusku. HYecmo nbmu 3aboaaBaHemo
HaAaza npuAazaHe Ha CUCMEMHO AeveHue upes
UMyHOMOgYAamopu, cucmeMHU aHmubuomuuy,
BauBaHe Ha BogHo-coneBu pasmBopu, xymaH anby-
MuH, kpbB u kpoBHu npogykmu, Ha npenapamu 3a
AeYEHUe Ha oCcmeonopo3ama 434,

3aboasBaHemo EB, HeszaBucumo om dopma-
ma, Hanaza noAazaHe Ha extegHeBnu zpuxku B
HeoHamaanus u kppmaveckus nepuog:

® [puXku 3a kokama - Heobxogumo e koxkHa-
ma u AuzaBuuHama noBvpxHocm ga 6bgam mak-
CUMaAHO cbxpaHeHu, kamo ce npegomBpamu o6-
pa3yBaHemo Ha mexypu

= KbnaHe — u3noa3Ba ce BaHa, ob6ozameHa ¢
Macaa u pasmBop Ha kaaueB nepmaHzaHam, mem-
nepamypama Ha Bogama e go 30°, He ce U3NOA3-
Ba canyH, koxkama ce nonuBa go cyxo ¢ meka kop-
na

® 3uckBaHua kom obaeknomo Ha nauueHmu-
me - ecmecmBeHu (NamMmyyHuU) Mamepuu, NOgxo-
gawa kpotka, BHumaHue ce obpouwia Ha konue-
mama, uunoBeme, emukemume

= N3uckBaHusa koM aezaomo Ha 6oaHUmMe - na-
MyueH glowek, 6e3 Bb32naBHuua

® [pwku 3a ycmHama KyxuHa u 3v6ume - Co-
wecmBeH npobaeM npu 6oAHUME ¢ gucmpoduy-
Ha ¢opma

= XpaHumeaeH peXkum — nauuenmume ¢ EB,
8 yacmHocm HoBopogeHume u kopmauemama,
ce Hykgasm om 6anaHcupaH NpueM Ha XpaHu, 3a
ga komneHcupam noBuweHama 3az2yba Ha meu-
HOCMU u 6eAambyYuHU om omkpumume paHu
(maba. 2).

XpaHumennu HyXgu cnopeg Bospacmma

Beamvk Kcal/kg/gHeBro Kcal/kg/gHeBro

<1e. 2.0-2.5 90-120
1-7 2. 2.5-3 75-90
8-12e. 2.0-3.0 60-75
13-18 2. 1.6-2.5 30-60
>19 2. 0.8-2.0 25-35

Taba. 2. XpaHumeaHume Hyxkgu cnopeg Bvapacmma
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3alknipuenue

JuazHotmukama, cuMnmomMamuyHoOmo Aee-
HUe Ha paliume u epo3uume Hanazam Heobxo-
gumocmmi om BvBekgaHemo Ha aAzopumbm
33 AOkaAHOMO UM AedeHue U npodurakmukama
Ha ycAoXkHeHUAMa, cBop3aHu Cobc 3a6oaABaHemo.
Heobxogunio e obcokgaHe Ha npomokoaa Ha ho-
BegeHue nou popmMume Ha moBa 3aboanBaHe ¢
merkke npomudane (2paHuvna - EBJ, u gucmpo-
¢duuHa - EI3D) 8 HeoHamanHama u kvpmauecka-
ma Bozpacin. CneyuanHo BHuMaHue caegBa ga ce
oBbpHE Ha (peHamanHama guazHocmuka 8 3acee-
Hamume c¢ameldcmBa npu 6bgewu 6pemeHHOC-
mu, Ha MeijuuuHckua meHUgKMOHM U Ha Bkalou-
B8aHemo Hia nauyueHmume ¢ EB 8 aucmama Ha
H30K :a 6¢3nAamHO ocuzypaBaHe Ha ckbnocmpy-
Bawume meguyuHcku koHcymamuBu?- £, lo mo-
MeHmMa B8 Ibazapus eguHcmBeHO gepmamoAo3u
06z2pwkBaxa 6oaHUMe ¢ EB, Ho B8 EBpona u ueaus
¢Bam 3a mAx ce zpuwku MyAMugucuunAUuHapeH
ekun om pasauydHU mMeguuuHcku cneuuaaucmu.
(Pakmwvm, ye 3ab6oasBaHemo ce npoaBaBa owe
¢ paxkgaHemo, npogonkaBa go kpasa Ha kuBoma
Ha NauUeHMUMEe U NPOMUYa C pasAuYHU ycaok-
HEeHUR, Hanaza owe om camomo um paxgaHe kBa-
Auduuupariu 2puku 3a mAX ga noAazam Cowio u
HEOHAMOAD3U, heguampu, NAACMUYHU XUupyps3u,
2acmpoeHIr1epoAosu, opmonegu, oHkoAaosu. bo-
ABCMMa HilAa2a guchaHcepusupaHe Ha 6oaHume
U ocuzypsf aHe Ha cneyuaAusupaHu meguuuHcku
npeaaegu J8a nomu 20guUWHO, 3a ocuzypsaBaHe
Ha nNo-gob6|o kayuecmBo Ha »kuBom Ha nayueHmu-
me ¢ EB. l'auHukama no koXkHu u Benepuuecku
6onecrnu € 2p. NaeBeH e eguHcmBeHama cneyua-
AusupaHa linuHuka 8 Boazapusa ¢ gbazozoguwieH
onum 6 p:6omama ¢ nauueHmu ¢ masu moako-
Ba pagko ¢rewaHa 6oarecm, kogemo npes 1994 2.
e cv3gageHo u cbgebHO pezucmpupaHo novpBo-
mo cgpyXeHue Ha navyueHmu ¢ BpogeHa 6yAos-
Ha enugepmoausa B cmpaHama om gou,. g-p M.
TpawaueB:. CgpyXkeHue ,byao3sHa enugepmonusa
BoAazapus” e uaeH Ha MeXkgyHapogHama acouua-
uuA 3a 6yno3Ha enugepmoausa DEBRA - INTER-
NATIONAL, cozgageHa npes 1992 2. 8 Cmpacbype.
Om 2011 . CBEb e npeumeHoBaHo Ha ,JEBPA
Boaapus” u ce npegcegameacmBa u pvkoBo-
gu usluAAC om nauueHmu ¢ EB. Monacmosuwem
EBPA Buvazapua” pabomu akmuBHo ¢ aekapu-
me om YN BAA O-p I CmpaHcku”, MaeBeH. Pas-
pabomeH ¢ u e cmapmupaH npoekm ,Co3gaBaHe
Ha MyAMuUyucuunAuHapeH meguuuHcku ekun 3a
okasBaHe Ha kBaanugpuuupanu meguuuHcku 2puxku

3a nayueHmu ¢ BpogeHa ByAo3Ha enugepmMoAu3a”.
Tol e coBmecmHa pa3pabomka Ha KauHukama no
koXkHu u BeHepuuecku 6oaecmu, Kaunukama no
neguampus, KauHukama no naacmuyHo-8b3cma-
HoBumeAHa Xxupypaus u usapaHus kem YMBAA
«O-p . CmpaHcku” u ,OEBPA BoAapus”. Uspa-
6omeHa u nybaukyBaHa B8 HayyHama nepuogu-
ka e ,Mpozpama 3a meguuuHcku MeHUGKMLHM
Ha 6oAaHume ¢ EB B8 Boazapus”s. Haspsaa e He-
obxogumocmma om cov3gaBaHe Ha lopuguyecku
pezanaMeHmupaH, cneuuaausupaH LleHmop 3a
AeveHue Ha HoBopogeHu, nogpacmBawu u Bob3-
pacmHu nayueHmu ¢ EB, ¢ Hy)kHomo ¢uHaHcupa-
He upe3 MuHucmepcmBo Ha 3gpaBeonasBaHemo
Ha PenybAuka Bbazapus, obesneuvaBawio anapa-
mypa, MeguuuHcku nepcoHan, aekapcmBa u me-
guuuHcku koHcymamuBu. LieHmbpom caegBa ga
ocuypsaBa guazHo3a, cneuuaAusupaHa MeguuuH-
cka nomouw, u 2puwku, kakmo u gucnaHcepHo Ha-
6alogeHue Ha 6oaHume ¢ EB, upe3 myamugucuu-
nAuHapeH mMeguuuHcku EB ekun, cocmaBen om
MeguuyuHcku cneuuaaucmu ¢ pasauyHU cneuuan-
HOCMUu, umawyu omHoweHue kom ycaokHeHus-
ma Ha 3aboanBaHemo, cneuuaAHo obyyeHu Megu-
uuHcku cecmpu u akywepku, pexabuaumamopu,
CMOMamOAO3U, gUEeMOAO3U, NCUXOAO3U U gp.
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