European Porphyria Network Ep n Et

UHpopmayusma Ha masu cmpaHuUya ce ocHoeasa Ha Hali-0obpume HAAUYHU OAHHU U Ha
KOHCeHcyca Ha nodzpyna creyuasaucmu no nopgupus e EPNET, https://porphyria.eu.

3almMTa HA KOXKaTa Npu KOXKHa
nopdupusa

Tasn cTpaHMUA e npeaHasHayeHa Ja A[ONb/AHM  MHOOPMAUMATA, npedocTaBeHa B
MHAMBMAYANHUTE MHOOPMALMOHHM CTPAHUUM 3a NauMeHTH, Nyb6auKyBaHM Ha yebcalTa Ha
EPNET

CbAbPXAHUE

. 3aWo naumeHTUTE C NopOUPUA MMaT KOXKHU Npobiemun (GoToUyBCTBUTENHOCT)?
. LLle umam nun KoxKHM Npobiemun g0 Kpas Ha KMBOTa CU?

. Kak mora fa Hamana nsnaraHeTo Ha CbHYEBA CBET/INHA?

. Pusnyeckun bapmepu Npu n3naraHe Ha CBETINHA

. Kak mora ga 3amta 4onbAHUTENHO KOXKaTa cn?

. 3alL0 e BaXeH BUTamMuH D?

. KakBn nevyeHmna ca HaAMYHK?

. Kaksu gpyrun geiictena mora ga npegnpuema?

cONNOYUT A WN B

1. 3aww0 nayueHTUTte ¢ nopPupmua UMaT KoXKHMU Nnpobaemu
(boTouyscrBUTENHOCT)?

Mopdupunte, KOMTO BOJAT A0 KOXKHU NpobAemM, ce HapU4aT KOXKHU nopdupuun. KoxkHuTe
npobnemn ce AbaKaT Ha MOBMLWABAHE HMBaTa HAa XMMUYHWUTE BELLECTBA, HapeyeHu
nopdUPMHK, LMPKYAMPALLM B KPbBTA, KOUTO NOEMAT eHeprusTa Ha BUAMMaTa CBET/IMHA U
npean3BuKBaT GOTOTOKCUYHA peaKkuma B KoxKaTa. CblLecTBYBAT ABa OCHOBHM TUMA KOMKHU
peakuMmM npu  KOXKHUTE MOPPUPUU: KPEXKA KOXKa C Mexypu W octpa bonesHeHa
$OTOUYBCTBUTENHOCT.

2. LLle umam nm KOXXHU Npobaemu fo KpaAa Ha }KUBOTA CU?

MpY MHOrO KOXXHW NOpOMPUKN He e Bb3MOXKHO Aa Ce NMOHMMKAT HUBATa HA UMPKyAupawmTe
NopdUpPUHK, CBbP3aHM C KOXKHUTE Npobaemun. Bbnpekn ToBa TeXecTTa Ha CUMNTOMUTE MOXKe
Aa BapMpa 3HAYUTENHO NpPU PaA3NYHUTE UHAMBUAM. KOXKHUTe npobnaemu npu HAKOM
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nauneHtTM ¢ nopdupma Bapuerata W  BpodeHa Konponopdupma moraTt  Aa
OTWYMAT/CTUXHAT/M34Ye3HAT CMOHTAHHO.

HannuHu ca edbeKkTMBHU meToamM 3a JieyeHure nNpu nopdmpusa KyTaHea Tapaa, KOMTO moraT ga
HOPManM3npPaT HMBATa Ha UMPKyAMpawmTe NnopdUpMHN U Aa A0BeAaT A0 OTCTPaHABAHe Ha
KOXKHUTe npobaemu. Mpu NoBeyeTo NaumMeHTU CUMATOMMUTE HAMA A3 Ce BbPHAT, OCBEH aKo He
HaCTbNU penanc B CbCTOSHUETO, KOeTo e npuunHuno MNKT (BMXK CTpaHMUATa 3a NaLUEHTH C
MKT).

KakTo npu epuTponoetTuyHuUTe npoTonopdupun, Taka U nNpu BpoAeHaTa epuTPonoeTUYHa
nopdupma KoXKHUTE CUMNTOMM OOMKHOBEHO Ca Haauue npe3 Leauns KUBOT. Mima mepku,
KOUTO BCMYKM MNALMEHTM C KOXHa nopdupua moraT Aa npeanpuemat, 3a ga Hamanart
CMMMTOMUTE, MPUUYMHEHN OT GOTOYYBCTBUTENIHOCTTA.

3. KaKk mora ga Hamansa usnaraHeTo Ha C/ibHYeBa CBEeT/IMHA?

MaumeHTUTE C NOpdUpPKUA, NPUUMHABALLA KPEXKA KOXKA M 0O6pa3yBaHe HA MeXypu, MOXe Aa He
3HAAT, Y& CUMNTOMMUTE UM Ce Ab/KAT Ha U3n1araHe Ha cBeTAnHa. Mpu nauneHTUTe c Nnopdupms,
NPUYMHABALLA KPEXKA KOXKA U MeXypM, YBPEXKAAHETO HAcTbNBa 6aBHO M BPb3KaTa HEBUHATK €
oyeBUaHa.

Mpu epuTtponoetryHaTta npotonopdupus (EMM), X-cebp3aHaTta npotonopdupus (XCM) u ao
N3BECTHA CTEMEH BpPOAEHaTa epuTponoeTnyHa nopdupus (BEM) e pasnnyHo, npu 1ax ePpekToT
OT M3naraHeTO Ha CBET/IMHA MOXe O3 Cce MPOABM B PaMKUTE HA HAKOJKO MUHYTH.

MpaKTU4ecKMTE MEPKM BK/IOYBAT:

e U3b6ArsaliTe CTOEHETO Ha OTKPMTO Npe3 Hai-ceBeTnata 4vacTt oT AeHa (11-15 y.).
Bb3mMOXKHO € ga uma ciydaun, Korato TpsabBa ga ce u36Area M APKOTO M3KYCTBEHO
OCBETNEHMeE.

e TbpceHe Ha CAHKA, KOraTo € Bb3MOXKHO

e flcHa MHPOPMMPAHOCT, Ye CBET/IMHATA Ce OTPa3ABa OT Pa3/IMYHM NOBBPXHOCTM (Hanp.
NACHbK, BOAA, CHAT U BETOH) N MOoXKe Aa He CcTe 3alWMTeHN A0PU NoA Yaabp, Tbil KaTo
CBeT/IMHaTa Ce 0Tpa3ABa B PA3/IMYHU NOCOKM OT T€3U NOBBPXHOCTY.

e VYBepeTe ce, ye bOwopaTa (B yumnuuie uam Ha paboTta) ca Aaney OT HesaWUTEHWU
nposopum (BMK ¢onro 3a Npos3opum No-4o.ny).

o ®du3snyeckn bapuepun 3a orpaHMYaBaHe CTeNeHTa Ha M3naraHe Ha CBET/IMHA, KaKTo e
OnKncaHo no-4ony

4. dnsnuyecku bapuepu npu UsnaraHe Ha CBET/IMHA

e [lpexute TpsabBa [a ca BMA M MOAEN, KOMTO OrpaHM4yaBaT NpPemMMHaBaAHETO Ha
CBET/NIMHATA (MpoBepeTe, KaTo M AbPMKUTE CpPelly CBETAMHATa U BUAUTE KOJIKO
npo3unpaTt/cBeTNMHA NPOMyCcKaT - NO-MaJiko e No-gobpe). N3bsarsate TbHKK, CBETAU
maTtepumn. CBo60aHO NnagawmTe 61y3uU € AbATU PHKABU U ABATN MAHTANOHM B NO-TbMHM
uBeToBE OCUrypaBaT A0b6pa 3awmTa. PU3nTe € AKM U WanoBeTe MoraT Aa NOMOrHaT 3a

European Porphyria Network (EPNET) - VIHghopmayuoHHaA nUCMOo8Ka Page 2 of 5



3alMTa Ha BpaTa BW. [lpexute npeanassaT No-cnabo, ako ca NABTHO NPUAENHANAN U Ce
HaMOKPAT UAN pa3TerHar.

e LWankuTe TpabBa Aa ca c WKNPOKA Nnepudepuns M TbMEH UBAT, 3a Aa NpeAnasBaT HoCa,
ywuTe v BpaTa B1. beli360HUTE Wanku He NpeAnas3BaT BpaTa BM, @ CIAMEHUTE LIANKK
nponyckaT TBbpAe MHOIo CBeTAMHA.

e U3b6AarsaliTe oTBOPEHN 0BYBKM, KaTo CaHAA/IN UK AXKaNaHKM.

e ObmuCNeTe HOCEHETO HA PbKABULM, KOTaTo CTE U3I0XKEHU HA C/TbHYEBA CBET/IMHA.

e ChnbHUE3aWUTHUTE NPOAYKTU, KOMTO ce NpogasaT 6e3 peuenTta, NpeanasBaT KoxaTa
OT YNTPaBMONETOBA CBET/IMHA (CNbHYEBO M3rapsaHe, npuunHeHo ot UVB, n nosueH
PWCK OT paK Ha KorKaTa, NnpuinHeH ot UVA) 1 06MKHOBEHO He ca epeKTUBHM NPU KOXKHA
nopdupma, TbM KaTo BMAMMATA CBETAMHA € Ta3u, KOATO 3acAra nopoupuHuTe B
KOrKaTa. Bbnpekn ToBa HAKOW LUMPOKO Pa3npoCTPaHEHWU CABbHUE3aWUTHU NPOAYKTH
CbAbPKAT LMHKOB OKcKA, KonTo ce aobasa, 3a Aa npeana3Ba OT CUHA cBeTAMHa.ToBa
MOXKe @ OCUTYPU U3BECTHA 3aLWmMTa Npu nopoupms.

e Kpembt ,Dundee” 610KuMpa BUgMMaTa CBETIMHA U Ce Npeanara B 3 pPas/IMyHK LBATA
(6ex, kopan u Kade). PaznnMyHUTE HIOAHCK MOraT A4a Ce CMEeCBaT, Taka Ye Aa nacsaT Ha
BaWMA TUN KoXKa. KpembT ,Dundee” ce npeasara No NeKapcko npegnucaHve ot
60NHUYHUTE anTeKkKn. ToM He e NOAXOAALL, 33 BCEKM MO OTHOLUEHWE HauyMHa, NO KOMTO
nsrnexaa unam ce ycewa.

e ®oauno 3a npo3opuyu: Camo UVB nbunte 6MBaT 610KMpPaHM OT NPO3pavyHUTE NPO30PLY;
UVA 1 Bnanmarta cBeT/IMHA MPOHMKHAT npe3 nNpo3payHu ctbkna. CneymanmsnpaHoTo
npo3payHo $onmno 3a nposopun 6aokmpa UVA, HO He 1 BMAMMATA CBET/IMHA M TaKa
MOXe Aa ocurypu mssectHa 3awmTa (Hanp. Dermagard, UVCL). Hain-edpeKTMBHOTO
$onro 3a 3awmTa NpU KOXKHU nopdupumn, npeamsBuUKaHM OT BUAMMATA CBETMHA, €
cneunanunsmpaHo ¢onmo 3a nposopum ¢ KexnmbapeH otteHbK (ARC UVTA, TAS81
Madico). JocTaBunumnTe MoraT a ca pas/IMyHM B PA3/IMYHUTE CTPAHM.

e ABTOMO6MAHM npo3opum: [paBunata 3a 3aTbMHABAHE HAa aBTOMOOMAHUTE CTbKAA
TpAbBa Aa ce NpoBepAT BbB BallaTa cTpaHa. Hanpumep 818 BennkobputaHma donmoto
3a CTbkNa TpAbBa aa nponycka 75% oT cBeT/IMHATa Npe3 NpeaHOTO CTbKAo 1 70% npes
npegHUTe CTPaAHMYHM CTbKAA. HAma orpaHuyeHua 3a 3agHUTE Mpo30puUM Ha
asTomobuna, HoO ToBa TpAbBa A ce NPoBepPM B PA3/IUYHUTE CTPAHMU.

e Yaabpu c TbMHA UK OTpasABaLLa NOBbPXHOCT

5. Kak mora ga 3awuTa AONb/IHUTENHO KOoXKaTa cu?

KpexkaTa/uyBCcTBMTEIHA KOXKa Ce NOABABA B 061aCTUTE, U3/I0XKEHM HA BUAMMA CBET/IMHA; HaW-
4ecTo TOBA Ca ropHaTa CTpPaHa Ha pbueTe, NPeaMUWHULMTE, CTbMAfaTa, IMLETO M CKaana.
MpeBeHuMaTa uype3 ¢doTo3aWmTa C 00NEKNO U CAbHUE3AWUTHM NPOAYKTH, BoKMpawm
BMAMMATA CBET/IMHA, € epeKTMBHA MPWU HAKOW MALMEHTU, KAKTO e pasriefaHo no-rope.
fopHaTa cTpaHa Ha pbueTe e ocobeHO yA3BMMA KbM yBpexKpaHe U Tpabsa ga ce HoOCAT
PBKABMLUM BUHATW, KOTAaTO CTE U3/I0KEHWU HA NPAKA CIbHYEBA CBET/IMHA, a Npu nopbupumnte ¢
MeXypu - KOraTo M3MbAHABAaTE MaHyanHW Aeictsua/ aeinctsva ¢ pbueTe. MpepgnaraTt ce
Pa3/INYHM BAPMAHTM - OT PabOTHM PbKABULM 3a TEXKKM YyC0BUA Ha paboTa (Hanpumep 3a
rPaAMHapCTBO) A0 MAaMy4YHU PbKaBMLM 3a NO-71eKa paboTa. AKO ce NOABAT Mexypu, 0CobeHo
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aKo ca rosiemu unmn 6onesHeHu, Te morat Aa 6bAat NPOBUTM CbC CTEPUIHA U1, @ KOXKaTa OT
Mexypa Aa Ce OCTaBM KaTO ecTecTBeHa npeBpb3Ka. ToBa HamansBa BEPOATHOCTTA OT Mo-
HaTaTbWHO yBpeXAaHe Ha Ko)aTa M BTOpUYHa MHbeKuMAa. MMeHeTo Ha pblLeTe Cbuio Lie
HaManu PUCKA OT KOXHW MHEKuMK, a cnep MsamuBaHe TpsbBa Aa ce M3NON3BA PEAOBHO
OMEeKOTABaLL, MexsieM KaTo bapuepa 3a 3almTa Ha KoxKaTa.

6. 3aL0 e Ba)XeH BUTamuH D?

ButamuH D e OT cblLEeCcTBEHO 3HAYEHMeE 3a 34PpaBU KOCTU, 3bOM N MyCKyan. HUCKMUTe HMBA Ha
BuTamuMH D moraTt ga goseaat Ao 3abonABaHMA (Hanp. ocTeonoposa/ocTeomanauma npu
Bb3PACTHU M paxuT Npu ageua). M36AreaHeTo Ha chbHYEBaTa CBETIMHA M poTo3awmTaTa npum
KOXXHUTE nopdpupumn morat ga Aoseaat Ao Aeduunt Ha BuTamuH D, Tbii KaTo n3naraHeTo Ha
KOXaTa Ha CnbHUE He BogM A0 obpasyBaHe Ha A0CTaTbyYHO KonmyectBo. Tpsabea Aa
nposepsABaTe HMBOTO Ha BUTaMMH D MoOHe BeAHbXK roguwHo. HuBaTa ca Hal-HWUCKM npes
3UMHUTE Meceun, HO NauMeHTUTe C KoXHa nopdupua Tpabsa ga npuemat gobaBku npes
uAnata roguHa. B 3aBMCMMOCT OT pe3ynTaTta 3a HMBATA Ha BUTaMMH D B KpbBTa M OT TOBa
OOKOMKO BUTaMUH D ce noBuMwaBa 40 HOPMAIHUTE CTOMHOCTY, LWe ce onpeaenn Kakea go03a
BMTamuH D ga ce npuema Kato gobaBKa. [loBeyeTo NnaumeHTM yCTaHOBABAT, Ye ce HY»KAanT oT
AbArocpoyeH npuem Ha gobaskm ot 1000 egmHMum (25 muKporpama) ButamuH D3 aHeBHoO.
Mpy BCUYKM XOpa C HUCKO M3MaraHe Ha CAbHYEBa CBET/IMHA TpAGBa ga ce obmucan noHe
BeAHBX M3MepBaHe HAa KOCTHATa MMHEpPasiHa NJbTHOCT.

7. KakBu neyeHuUn ca Ha/IMYHMU 3a KOXKHaTa noppupua?

Buxte cbBeTuTe B cneuudumyHaTa 3a 3abonAaBaHeTo MHOOPMALMA 3@ MaLMeHTa OTHOCHO
nopoupma KytaHea Tapaa (MKT), BpoaeHa eputponoetuyHa nopodupua (BEN),
epuTponoetTMyHa npotonopdupua (EMM) n X-cebp3aHa epuTponoeTnyHa npotonopdmpusa
(xcn).

8. KakBu apyru aencreua mora aa npeanpuvema?

Mopdupunte ca peakn 3abonasaHMA, KOUTO MOXKe Aa He ca Aobpe pa3bpaHu OT WKpoKaTa
06LLLEeCTBEHOCT M APYrK XOPa MOXKe A3 He Ca HAafACHO KakK [a npeanoat nogkpena, ocobeHo B
YYMAULLE MAN Ha pabOTHOTO MACTO. BawmaTt cneunanuct no nopoumpua Tpsbsa aa moxxe ga
npefocTaBn NUCMo Ao pabotoaatena UAM AMPEKTOPA HA YYMAULLETO, B KOETO Aa 06ACHM
AnarHosaTa BM M i@ Npenopbya MePKKU, KOUTO Aa Npeana3saT OT NoABaTa Ha CUMNTOMU U Aa
NO3BONAT Aa NOCTUTHETE MAaKCMMA/IHA AKTUBHOCT Ha PabOTHOTO MACTO UK B yYUAULLE.

MaumeHTCKNTE acoumnaumm morat ga 6baaT 406bp BapUaHT 3@ KOHTAKT OTHOCHO MHbOpMaLms,
paboTa B mperka M nogxkpena. Mpynn Ha nauueHTn ¢ nopdupua B pasiIMUYHM €BPOMNENCKU
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CTpaHu ca n3bpoeHun Ha yebcaiiTa Ha_EBponeiickata mpeka 3a nopdupum 1 Ha yebcalita Ha
FnobanHaTa KoaanuUMA 3a 3acTbnHMYecTBO 33 nopdupma (GPAC).

3asbplieHo HK 2021r.

Bbnarogapvm 3a HanpaseHus npesog Ha Jlyuna LLlonosa, monekynapeH 6uonor B
nabopartopua "Mopdpupun", YMBAN "Cs.UBaH Punckn", Codusa .
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