European Porphyria Network Ep n et

UHpopmayuasma ce ocHosasa Ha Hali-0obpume HAAUYHU OGHHU U HA KOHCEeHCyca Ha
nodepyna om cneyuaaucmu o nopgupuu 8 Esponelickama mpexca no nopgupuu (EPNET),
https://porphyria.eu

EputponoetnyHa npotonoppunpua
(ENM) u X-cBbp3aHa epuUTpONoOeTUYHA
npotonopdupua (XCM)

Ta3u nHpopmauma nma 3a uen Aa B nomorHe aa pasbepere noseye 3a epuUTPONOETUYHATA
npotonopdupusa (EMM) n X-cebp3aHaTa eputponoeTnyHa npotonopdupua (XCM).

CbAbPXAHUE

. KakBo npepcTtaBnsaBa eputponoeTnyHaTta npotonoppmpmna?
. KakBo npuunnasa EMM n XCN?

. Kaksu ca cumntommte Ha EMM 1 XCN?

. Kak nsrnexxaat ENM n XCMN?

. Kak ce anarHoctnumpar EMM n XCN?

. Hacnepcteenn nun ca EMN n XCN?

. OnacHu 3abonasaHua am ca EMNMN n XCN?

. 3awmTa ot ceetaunHa npu EMNM n XCI1

. Kak morat ga ce nekysat EMM 1 XCN?

10. Mopaavbpxawm Tepanmm n nHtepseHummn npu EMM u XCM
11. JonbaHuTenHa nHdopmauma 3a ENM n XCMN

12. MoratT im ga 6baaT usnekysaHu EMM n XCN?

13. Kbae mora aa nonyya noseye MHopmaums 3a EMNM n XCM?

O o0 NOOULE WN B

1. KakBo npeacrasBnasBa eputrponoeTuyHaTta nporonopdpupua
(ENN n XCN)?

EMN e nsknountenHo paako 3abosiaBaHe, KOETO € ONUCaHO 3a MbPBU NbT Npe3 1961 r. XopaTa
c EMM cTpagaTt OT KOXHWU 6ONKN/KOXHN Npobiemun, KOUTO 3anoysarT, cies KaTto ca 6unm Ha
OTKPUTO, U3/NI0XKEHU HA CABHLLE MU HA CUTHA U3KYCTBEHA CBET/IMHA. CMMNTOMKUTE 3ano4yBaT B
paHHa QfgeTCKa Bb3pacT M moraT ga 6baat mHoro 6onesHeHw. EMM e HacneactseHo
3abonAsaHe. To e yctaHoBeHO npu eauH ot 58 000 ao 200 000 aywum B EBpona, HO e psaaKo
cpewaHo npu xopa ot Adppurka. Cumntomute Ha EMM ce gbnrKaT Ha HaTpynBaHe Ha BUCOKMU
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HMBA Ha eCTeCTBEHUNA NPOAYKT, Hape4eH I'IpOTOI'IOpd)MpMH, npu nponssoacTBoTO Ha YepBEHU
KPBbBHU KNETKN B KOCTHUA MO3BK.

2. KakBo npuuunHasa EMM v XCN?

MaumeHTnTe ¢ EMNM nmaT HegoCTUr Ha eH3UM, HapeyeH pepoxenartasa, KOMTo AobaBs Kenaso
KbM npoTonopdupuHa, 3a Aa ce noayym xem. EH3MMBT e npoTemH, KOMTo nomara 3a
NpPeBpbLAHETO Ha eAUH XMMUKaN/eAHO XMMUYHO CbeauHMe B APYro B KneTkaTta. JeduumtsT
Ha ¢pepoxenaTasa BoAM [0 HAaTPynBaHe Ha NPOTONOPOUPUH B YEPBEHUTE KPBBHU KNETKMU.

Mpw XCM noBULWEHMAT NPOTONOPPUPUH CE ABIKN Ha NOBMLIEHA aKTUBHOCT Ha MbPBUA EH3UM
B NPOM3BOACTBOTO Ha xeM - ALA-cuMHTa3a 2. ToBa BOAM M 40 HATpynBaHe Ha NpoTonopdupuH
B YUEpPBEHUTE KPbBBHMU KNETKW. B MHOIo pefKu cnydam moxKe ga e 3amMeceH Apyr reH, KoMTo Aa
MMa pPasfiMyeH Moaen Ha yHacnegAsaHe.

Tbil KaToO KpbBTa MNpPemMMHaBa MNpe3 MaJKUTe KPbBOHOCHM CbAOBE B  KOXaTa,
npoTonopPupmMHBLT MOXKe aAa abcopbupa eHeprMatTa OT CBET/IMHATA. ToBa NpPeaM3BMKBA
bOTOTOKCMYHA XMMMYHA peakuus, KOATO MPUYMHABA YBPEXKAAHE HA TbKaHWUTE, Cbpbex M
napeLua 60/1Ka. AKO KpbBOHOCHUTE CbAOBE Ca CEPUO3HO YBPEAEHW, KPbBHU TEYHOCTU U3TUYAT
B OKOJIHATa TbKaH, KOETO BOAM A0 NoAyBaHe U 3a4epBsABaHe Ha KoXKaTa.

YactTa OT cnbHYeBaTa CBET/IMHA, KOATO NpoTtonopdmpuHbT abcopbupa, e pasnmyHa oT Tasmy,
KOATO NPUYMHABA HOPMAJHOTO CABbHYEBO M3rapsaHe. CAbHYEBOTO U3rapsHe ce NpuUyYnHABA OT
HeBMAuMaTa yntpasuonetoBa (UV) paanaumsa, Ho npu EMM KoxkaTa e 4yBCTBUTE/IHA KbM
BMAMMaTa cBeT/IMHA. CBeTAMHATa, KOATO NpuumHaBa 6oska npu EMM, 3a pasanKa oT Tasw,
KOATO MPUYNHABA CTBHYEBO M3rapaHe, MOXe Aa NpeMnHaBa npes CTbKA0TO Ha npo3opuuTe.

3. KakBu ca cumnrtomute npu ENMN n XCN?

M3naraHeTo Ha KoXKaTa Ha AipKa CBET/IMHA NpeaM3BMKBA OTHAYaNo U3TpbNBaHe M cbpbex, a
MO-KbCHO TA CTaBa M3KAOUMTENHO 6one3HeHa, 3ayepBeHa M noayta. CumntomwuTe
O06MKHOBEHO 3aN04YBaT B PAMKUTE HA HAKOJIKO MUHYTU CNef, U31araHeTo Ha CBET/IMHA, HO TOBa
MOKe [la Bapupa Npu pasInYyHUTE XOPa, KaKTo U @ 3aBMUCM OT TOBA KOJIKO CU/IHA e CBET/INHATA.
CMuMmnTOMUTE MOraT Aa M34Ye3HaT HaMb/IHO C/ef 4acoBe MM AHW, KAaTo Npe3 ToBa Bpeme
KOXKaTa Moxe aa 6bae U3KNUMTENHO YYBCTBUTE/THA KbM CBET/IMHA, TEMMEPaTypa, AONUpP Uau
BATHP. He e 3a4b/IKMTeNHO CBETANHATA [a e NPAKa: CBET/IMHATA, KOATO ce 0Tpa3ABa OT BOAATA,
CHera v NACbKA WM NPeMMHaBa Npe3 CTbK/A0TO Ha NPOo30opeL,a, CbLLo MOXKe Aa Npean3BuKa
$GOTOTOKCUYHA peaKums.

EMNMN obuKHOBEHO 3ano4Ba B AETCKa Bb3pacT. BbaMoKHO e bebeTata ga niavat nam KpewarT,
cnep kato 6bAaT U3BEAEHWN Ha CNbHYEBA CBETAMHA. [To-ronemute geua moraT Aa ce onnakeat
OT MapeHe, Aa pa3MaxBaT pble BbB Bb3Ayxa UAM Aa I'M NOCTaBAT B CTyAeHa BOAQA, 3a Aa ce
onuTtaT Aa obnekyaT 6onkata. EMM n XCM 06MKHOBEHO 3acAraT e4HAKBO U MbXKE U KEHMU.
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NoseyeTto xopa ¢ ENM n XCI1 Ka3gaT, 4e Ka4ecTBOTO MM Ha XXMBOT € 0O, 3alL0TO He MoraT Aa
M31M3aT HaBbH C Apyrute, TpAbBa Aa HOCAT PbKAaBULM, WAMNKM U AOPU MACKM, MUMAT AHWU CbC
cuIHa 60J1Ka, TPEBOXKHM Ca U Ce YyBCTBAT Hepa3bpaHM OT OKO/HUTE.

4. Kak unsrnexxaar EMNN n XCN?

[opu Korato 60nKaTa e CU/Ha, KoXKaTa OBUKHOBEHO M3rNeXKaa HOpMasHo. NoHAKora moxe
[a MMa noayBaHe Ha KOXKaTa, MbPBOHAYa/sHO C NOSBa Ha KonpuBeH 06pMB M U3BECTHO
3ayepBsBaHe. C TeyeHMe Ha BPEMETO KOXKaTa Haf KoKanyetaTa Ha NpbCTUTE MOXe Oa ce
yaebenu, Aa ce NOABAT MaKM paHK No Hoca, By3uTe 1 ropHaTa CTpaHa Ha pbueTe.

5. Kak ce auarHoctuumpat EMNM n XCN?

OwnarHosata ENM mnnu XCIM Tpsbea aAa 6bae 3anofo03paHa, KOraTo YOBEK ce Oniakea oT 601Ku
Mo Ko)KaTa, NpM M3naraHe Ha CBeT/IMHA. 3a NOCTaBAHe Ha AMarHosaTta Tpabea ga ce B3eme
KpbBHa Npoba oT nauueHTa, Aa ce npeanasn OT CBET/IMHA M Aa Ce U3npatu B nabopatopus,
cneumannsmpaHa B AMArHOCTMKaTa Ha nopdupuun. Ypes KpbBHMA TeCcT ce M3MepBa
KOMYECTBOTO NPOTONOPPUPUH B YEPBEHUTE KPbBHU KNETKM (EPUTPOLUTEH NPOTONOPOUPUH).
MN3cnepBaHeTo 3a NOpPUpPUH B ypUHaTa He e OT nonsa npu uscneasaHe 3a EMM uam XCM. 3a
NoTBbp)KAaBaHe Ha AMarHosaTa MW 3@ CEMEMHO KOHCYATUPaHe MOHAKOra Ce M3BbpLUBA
reHeTU4YHO n3cneaBaHe.

T Kato ENM m XCIM ca TonkoBa peakun 3abonsiBaHUA, MOBEYETO /IEKapPU HE ca 3ano3HaTh C
Tax. MoxKe ga M1HaT rogmMHun, npean aa ce 3anonospe ENMM un ga ce noctasm gnarHosa.

6. HacnepcrseHu nun ca ENMN u XCN?

B noseyeTo cayyaun ElM ce npepasa Hacne[CTBEHO, HO MHOMO naumeHTu ¢ ENM He 3HaAT, ve
APYrv YneHoBe Ha CeMeNCTBOTO MM CTPaAaT OT ToBa 3abonaBaHe. ToBa e TaKa, 3aW,0TO BCUYKU
HWe MMame ABa reHa 3a ¢pepoxenatasa - e4AnH OT Malika HU M eguH OT 6alla HY, U ABaTa reHa
TpAbBa Aa ca AedeKTHU, 3a Aa ce passue EMM.

MoseyeTo naumneHTn ¢ EMM HacnenABaT TEXKKO 3aCerHaT reH oT e4uMHUA CUM poauTen 1 no-cnabo
3acerHart reH ot gpyrua poguten. Camo egmMH aHOPMANEH reH He e A0CTAaTbY€eH, 33 A4a NPUYNHU
EMM. MNo-TeXKKo 3acerHaTMAT reH ce Cpella MHOro pPsiAKO, HO No-cnabo 3acerHaTuAT reH e
Hanuue npu okono 10 % OT xopaTa B eBponenckutTe nonynaumn. No-TexKo 3acerHaTuaA rex
MO’Ke Ja ce yHacnegssa B cemeliHata AuHuA/npenasa B cemeincTtsoto, Ho EMM He ce
nposABaABa, A0KAaTO He ce "cpelyHe" OTHOBO C YeCTo CpPeLaHmMa, HO NO-NeKo 3acerHaT reH. Eto
3awo EMM noHaKora npeckaya NoKoseHUATa, Npeaun ApYr YieH Ha CEMeNCTBOTO Aa passue
EMM.
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Ako mnmate EMNM, puckbT geuata Bu aa passmAat EMMN 3aBUCcK OT reHUTe, KOUTO NpUTErKaBa
NapTHbOPBT BN, HO OBMKHOBEHO € MafbK. AKO MAPTHbOPBT BM NPUHALNENKN KbM LEBETTE OT
heceT AyWn, KOUTO MMAT HOPMAJHU TeHU, PUCKLT € MOYTU Hy/ieB. AKO NapTHbOPHT BU €
HocuTen Ha no-cnabo 3acerHatuaA red (waHc 1 kbm 10), pUCKBT AeTeTo BM Aa Hacneam EMM e
1 kbM 4. NpenopbyBame BN Aa ce 06bpHETE KbM Cy»Kba No KAMHMYHA reHeTuKa/ noTbpcute
KAMHUYHU TEHETUYHU YCAyrM  WAM KbM Ccheumanuct no nopdupum 3a CbBET OTHOCHO
yHacnegABaHETO U reHeTUYHU n3csieasaHens.

HesacerHata malika HeszacerHar 6auia
HocuTten Ha HopmaneH rex HocuTten Ha HopmaneH reH
M Ha No-TexkKo 3acerHaT reH A | u Ha no-neKo 3acerHaT reH

HesacerHato HesacerHato Lete c EIM HesacerHato
aete aete aere

leHbT 32 ALAS2, KolTO e cBpbxaKTmBeH npu XCI1, ce Hamupa Ha X-xpomo3omara.

Ta3su X-xpomosoma 3aedHO ¢ BTopa X uam Y-xpomosoma onpeaensa nona Ha gereto (XX-
XPOMO30OMMUTE Ca KEHCKKU, a XY-xpomo3omuTe ca MbXKKK). Mpu cnyyah Ha XCMN epuH
CBPBXAKTMBEH reH e A0CTaTbyeH, 3a Aa NpuumHK 3abonasaHeTo. bawmTte ¢ XCMN npepasat
3a60n1aBaHeTO Ha BCMYKM CBOM AbLLepU, HO He MoraT Aa ro npeaaaaT Ha cMHoBeTe cu (KouTo
yHacnepgABaT He3acerHaTtaTta Y-xpomo3oma Ha 6alua cu). (Bux no-gony)
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He3acerHarta manka 3acerHat 6awa
Hocuten Ha ABa HOpMaHU HocuTten Ha eguH CBPbXaKTUBEH
ALAS2 reHmn ALAS2 reH
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Abuiepa ¢ He3acerHar Hes3acerHaTr
XCI CUH CUH

MaikuTe, ctpagawm ot XCI, npeaasaT cBOA CBPbXakTuBeH reH ALAS2 Ha nonoBuHaTa OT
CBOUTE ObLLEPU U CMHOBE.
CpeaHo 50 % oT NOTOMCTBOTO Ha 3acerHatu poautenu ctpaga ot XCI. (Bux no-gony)
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3acerHaTta maMka HeszacerHar 6auya
Hocuten Ha eauH HopmaneH ALAS2 reH um Hocuten Ha eanH HopmaneH
eaunH cepbxaktuBeH ALAS2 reH ALAS2 reH

X X X ¥

Obuiepa ¢ XCI CuH ¢ XCI1 HeszacerHar HeszacerHara
CUH Ablieps

MHoro paako EMM nan XCMN moraT ga ce NOABAT Ha NO-KbCeH eTan OT *XMBOTA, YeCTO CBbpP3aHU
C nognexalLo/oCHOBHO 3/10Ka4YecTBeHO 3abonsaBaHe Ha KPbBTa.
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7. OnacHu 3abonasaHua nm ca EMNM u XCN?

Mpu manbK 6poit naumneHTn ¢ EMM 1 XCMN morke ga ce pa3sue YepHOApPobOHO yBpexkaaHe. He e
Bb3MOHO Aa ce NpeaBuamn Ko we 6bae 3acerHaT, HO 3a WacTue ToBa Ce C/ly4YBa pAAKO. AKO
CTaHeTe NO-4YyBCTBUTE/IHN KbM CBET/IMHA, YMOPUTE Ce MAK BANOTO Ha ounTe BM 3anoyHe Aa
NOXbATABA, NPENOPBUMTENIHO € Aa MOMOINTE BaLLUMA IeKap Aa ucnesnBa YepHoapobHaTa Bu
dYHKUMA Bb3MOMXKHO Hal-CKOPO.

MaumeHtnTe ¢ EMM m XCM cbwo obpasyBaT KamMbHU B KAbYKaTa no-4yecto oT obuwiata
nonynayms.

BpemeHHOCTTa M paXKOaHETO He Ca CBbP3aHM C AOMNbJHUTENHW PUCKOBE M OYaKBaHaTa
pa3Bpb3Ka 3a bebeTo e HopmanHa. MoHAKora *KeHute ¢ EMM morat ga octaHaTt Nno-AbAro Ha
CNbHYEBA CBET/INMHA, A0KATO ca BpemeHHM!.

Tbi KaTo naumeHTtuTe ¢ EMM n3bareaT cabHYeBaTa CBET/IMHA, T€ YECTO MMAT TBBbPAE HWUCKU
HMBA BUTaMWH D 1 nopaam ToBa KOCTUTE UM CbAbPXKAT NO-MAJIKO Kanuuit OT HOPMAJIHOTO.

NaumeHTuTe ¢ EMMN 06UKHOBEHO Ca NEKO aHEMMUYHMW, C HUCKU HMUBA Ha XEMOTJIOBUH U Kensd3o
B KpbBTa. [lpremaHeTo Ha 406aBKM € Kena3o obaye moxe Aa NOBULLM YYBCTBUTEIHOCTTA KbM
CBET/IMHA W TakuBa TpAGBa Aa ce npuemaT camo No npeanuncaHue Ha Bawua nekap (BUK no-

Aony).

MpenopbynUTENHO € Aa NoCeLLaBaTe PeAOBHO IeKapa CU 33 NPOGUNAKTUYHK Nperieam - NnoHe
BEAHBK rOAMLIHO. BalwmAT Nekap moxke ga npocsegssa NpotonopoupuHa B KpbBTa BW,
HWBOTO Ha BUTaMMH D, HauMHa, NO KOMTO PabOTH YEPHUAT AP06 U GYHKLMUTE Ha APYTY OPraHu
ypes eXKeroAHW KpbBHU M3cneasaHusa. Llenta Ha pefoBHOTO HabaoaeHe e fa ce OTKPUAT
BCAKAKBW OTK/IOHEHMA, NPean Aa ca NpepacHann B PUCKOBM CbCTOAHMUA.

8. 3awumTa ot ceetamHa npu ENMM v XCN

Ouwe oT geTcka Bb3pacT naymeHTuTe ¢ EMNM ce onnteaTt Aa U3bAreaT HEHYKHOTO M3/1araHe Ha
CNbHYEBA CBET/IMHA U CUJTHW U3TOYHMUM Ha U3KYCTBEHA CBET/IMHA. 3aLLUTHOTO 061EKN0 KaTo
WAnKW, AbATU PbKaBW, PbKABMUM U MAHTAZIOHM € OT MNoN3a. TbMHUTE U MABTHU TbKaHM
npeana3BaTt No-406pe OT TbHKUTE Apexn CbC cBeTNn uBeToBe. CAbHUE3AWMTHUTE NPOAYKTU
npeanassaTt ocHoBHo oT UV paanauua v He npegnas3BaT OT CBET/IMHATA, KOATO MPUYNHABA
cumnTomuTe Ha EMM. MNpo3opumTte Ha KblMUTe MU aBTOMOBUANTE HE OCUTYpABAT 3alLnUTa, Tbi
KaTo BpegHaTa BUAMMA CBET/IMHA NPeMnHaBa nNpe3 NoBeyeTo nposopum. Yuntenute Tpabsea
Aa 6baat HpopmmMpaHK 3a auarHosaTa U Heob6XoAMMOCTTa OT cneLumasHN U3UCKBAHMA, KaTo
Hanpumep paboTHO MACTO Aaney OT NPO30opuUUTe B yYMauLLaTa M NPaBO Ha OTTErNAHe OT
AENHOCTU Ha OTKPUTO.
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9. Kak ce nekysart EMM u XCN?

MoHacToawem apamenaHotng/Afamelanotide (Scenesse®) e eAMHCTBEHOTO 1EKAPCTBO, YUATO
6e30nacHOCT M ePEeKTUBHOCT Ca A0KA3aHWN Ype3 KNMHUYHU U3NUTBAHUA. TO e paspeLleHo 3a
ynotpeba B EBponeickua cbto3 npes 2014 r. n 8 CALL npe3 2019 r. JleyeHneTto c
adamenaHoTMa, 3HAYMTENIHO yBe/AW4YaBa BpemeTo, KoeTo nauumeHtute c EMM morat ga
NpeKapsaT Ha NpsAKa CAbHYeBa CBETIMHA 6e3 60/1Ka, U NOBMLIABA KaYeCcTBOTO MM Ha KUBOT.
AdamenaHoTng ce npunara nog dopmaTta Ha MMNAAHT, KOMTO Ce MHKEKTMPA NOA KOXKaTa Ha4,
6eapoTo Ha Bceku ABa meceua. [loknaaBaHuUTe CTPaHMUYHM edeKTu ca nekun. ApamenaHotmag
BCE OLLe He e AOCTbMEH BbB BCUYKM EBPOMENCKN CTPaHW.

BeliecTBa U MUHTEPBEHLUM C He0Ka3aHa KbM MOMEHTa epeKTUBHOCT.

3a nopobpssaHe cumntommute Ha EMM m XCIMN ce m“3non3BaT pas/IM4HM MHTEPBEHLUN U
BELLEeCTBa, BbMNpeKkn Yye 6e30nacHOCTTa N ePpeKTUBHOCTTA UM He Ca NPOYYEHUN YpPEe3 KNAUHUYHU
npoy4BaHuA. Han-yecto n3non3BaHUTe BELWLECTBA U MHTEPBEHLUUM Ca pa3rnegaHu no-40ny.

e beTa-kapoTtuH
Jo ckopo beTa-KapoTuHBT ce npeanuceawe npu EMM, Ho manko xopa c EMNM cmaTar,
ye NpuUembT My e noJsieseH. beTa-KapoTMHBT ce NoJiyyaBa OT XMMUYHOTO CbeUHEHUE,
KOETO NpaBu MOPKOBUTE OPaHKEBU M OBMKHOBEHO NPMAABA Ha KOXKATA IEKO OPAHIKEB
uBAT. TpabBa Aa ce o06CHAAT pPUCKOBETE U MOA3MUTE OT Ta3M BbB3MOMKHOCT CbC
cneumannct no nopdupun, Npean Aa 3anoyHe fedYeHme.

e  AHTUXUCTAMMUHU
AHTUXUCTaMUHUTE, KOMTO Ce M3M0A3BaT NPEAUMHO NPU aneprum, Morat Aa NoMorHat
B C/Ay4alh Ha KonpuBeH 06puB. HAKOM naumeHTM cbobuwiaBaT 3a AOMNbJAHUTENEH
6naronpuaTeH edeKT OT XMAPOKOPTU3OHOB KPEM BbPXY 3a4epBeHa UAM NOAYTa KOKa.
Cbllo Taka Mo-CTapuTe aHTUXMCTaAMMHU, KOUTO MMaT CbH/AMBOCT KaTO CTPaHU4eH
edeKT, MoraT Zia NOMOrHaT 3a 3aCnMBaHeTo c/ed neka GOTOTOKCUUYHA peaKkLums.

e ®doToTepanus

TecHoneHToBaTa UVB Tepanua n PUVA TepanuaTta ca npoueaypu C yaTpaBmoaeToBa
CBET/INHA, KOWUTO Ce npwuaaraT npuv  PasIM4HM  KOXHM  3abonaBaHuA B
aepmartonornyHmute otgeneHua. lMpu EMMN Te ce M3non3eat 3a noBULWABaHeE Ha
TONEPaHTHOCTTA KbM CBET/IMHATa, KaTo NO3BO/IABAT Ha KOXKaTa ZIeko ga ce yaebenn un
Aa npuaobue TeH. TepanuATa BKAOYBA BHMMATE/NIHO M3NaraHe Ha HapacTBalLM 403U
KoHTponupaHa UVB paanauns, 0bMKHOBEHO TPW NbTU CEAMUYHO B NPOABL/IKEHME Ha
NoHe NeT ceaAmMmMUM Npe3 nponeTTa. ToBa MOXKe Aa Ce OKaxKe HeNnpaKTUYHO N HeyaobHOo
33 HAKOM naumeHTU. PoToTepanuATa BUHArM TpabBa ga ce NpoBerKaa oT obyyeH
cneumannct no ¢otogepmatonorna. CUAHO ce NpenopbyBa Ha MAULMEHTUTE A3 He
nocewiaBaTt CoAAPUYMM, TbM KATO TamM W3TOYHMUMTE HA CBET/JIMHA MoraT fga
npeansBmnKaT GOTOTOKCUYHU peakumu.

e B npouec Ha NpoyYBaHe ca U ApYrn MeToam 3a ieYeHue.
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10. NMNogAabpKawm Tepanuu U UHTepBeHUUU

ObneKkyaBaHe Ha 6bonesHeHa POTOTOKCMYHA peaKkuma

CunHaTa napewa 6o0ska NO KOXaTa c/el M3/iaraHe Ha CBeT/IMHa e TpyAdHa 3a
obnekyaBaHe. MHoro naumeHTu c EMM cbobuw@asat 3a BpemeHHO obnekyeHue oT
CTYAEHM BaHWU, CTYAEHU MOKPU NPEBPB3IKU UAKN YCMOKOABALWM CpeacTBa KaTo asnoe
Bepa. HAKouM naumneHTn cboblasaT 3a 3Ha4MTeNHO ob1iekyaBaHe Ha 6oaKaTa OT Tonna
BOAa MAM napa. H1To egHo 60/1KOYCNOKOABALLLO JIEKAPCTBO He e 0cobeHo edumKacHO.
N360pbT M M3NpobBaHeTO Ha 6OJIKOYCNOKOABALUM IeKapcTBa TpsibBa Aa ce n3BbpLLUBaA
3ae/1HO C BalLMA NeKap.

Butamuu D

ButamuH D ce npounsBerKaa rMaBHO OT KOXKaTa, M3N0XKeHa Ha CTbHLE, HO YacT OT Hero
ce noay4yaBa U OT XpaHaTa, Hanpumep oT MmasHaTa puba, AluaTta, MecoTo U 3bPHEHUTE
XpaHu. J/lnuata, KoMTo M36AreaT CIbHLUETO, YECTO Pa3BMBAT HEAOCTUT Ha BUTaMUH D 1
BCUYKM NaumneHTu ¢ EMM Tpabsa aa npnemat BuTamunH D B npenopbunte/iHa 403a.

JobaBKu c xenaso

MHoro naumeHTn ¢ EMM nmat NeKo NOHUKEHU CTOMHOCTU Ha KenAaso (bepuTuH) u
xemornob6uH. NMopaam ToBa 3a eKapuUTe MoXKe Aa e TPYAHO Aa YCTAaHOBAT Aan uMmaTe
WCTUHCKa XenasozeduunTHa aHeMMA U Jann ce Hyxpaaete oT f06aBKM C Kennaso.
Bb3MOXKHOCT 3a CpaBHEHME C NPeaULLIHN CTOMHOCTM Ha KPbBTA U KEeA30TO MOMKe 4a e
OT non3sa.

Oedunumt Ha Kenaso, AbaxKaly, ce Ha aHeMUsA, KOUTO NPUYMHABA CUMNTOMM TpAGBa Aa
ce NeKyBa KaKTo Npu BCEKK Apyr naumeHT. Bbnpekun Tosa npwu EMNM aobaskuTe ¢ XKenaso
MOraT Aa yCKOPAT NPOU3BOACTBOTO Ha YEPBEHU KPbBHU KNETKM B KOCTHUA MO3bK U Aa
NOBULIN HUBATA Ha NpoTonopdMpUH B KPbBTa. TOBa MOXe A3 AOBeAe A0 MOBMLIEHA
YyBCTBMTENIHOCT KbM CBET/IMHA. TOBa He ce cayysa npu naumeHTtn ¢ XCI1, npu Konto
[006aBKUTE C Kenazo 0OMKHOBEHO BOAAT A0 HaMansBaHe HMBATA Ha NPOTONOPOUPUH
B KPbBTa.

CnbHUE3aWNTHN NPOAYKTH

Tbi KaTo BMAMMATa CBET/IMHA NpuumHaBa npobnaemute npu EMM n XCMN, wunpoko
Pa3nNpOCTpaHEeHUTE CABbHUE3AWUTHN NPOAYKTM, KOUTO NpeAna3saT OT yATPpaBMoOAeToBa
cBeT/MHa (ocobeHo UVB), He ca mHOro epeKkTnBHM.

CBeT/IMHHN UnTpU

MNoseuyeto GuATPU 33 NPO30OPUM HA aBTOMOGMAM M OdUCK ca NpefHa3HAYeHU 33
610KMpaHe Ha ynTpaBuMoseTOBaTa CBETIMHA. [lopy aKO ca 3aMbl/IEHU WAU CUBM
LLBETOBE, Te MPOMYCKaT NO-rOAIAMATAa 4acT OT BUAMMATA CBETANHA. PUNTpUTE, KOUTO
CeneKTMBHO GN10KMpPAT Hal-BpegHaTta ceeTivHa npw EMM, ca xbatn. Tesn duntpm
MmoraT Ja ce M3Mnos3BaT 3a Npo3opuM B AOMOBe, yuyuauwa, opucm uM gopu 3a
CTPaHUYHUTE npo3opuu Ha asTomobunute. lMpeam pa noctasute ¢oavo Ha
npo3opumnTe Ha aBTomobuna, TpAbBa fa ce KOHCyATUpaTe C NbTHUTE BNACTH, 33 Aa
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BUOUTE KOU cbonma Ca agonyctumun cnopen mectHUTe 3aKOHU 3a ABUXKEHUe no
NbTULWLLATA.

e 3almTa Ha YepHUs gpob
TpsabBa Aa ce M3barea NpekomepHaTa KOHCYMaUMs HA a/IKOXON WK APYrU BeLLecTsa,
KOWTO MoOraT Aa yBpeaaT YepHUA Ap0b, U Aa ce BaKCUHUpaTe cpeLy xenatuT A u B.

11. JonbaHuTenHa nHpopmauyumsa

e MoraT M HAKOM NeKapcTBa Aa sBaowat ENM?
EMMN ce pasnnyasa oT ocTpuUTe YepHOAPOOHM NopdUPUN, KOUTO MoraT Aa ce BAoLwar oT
HAKOM nekapctea. OCBEH aKO He Ca afieprnMyHmM KbM a4€HO /IeKapcTBo, xopaTa ¢ ENM
MOraT ga npuMemaT BCsIKakBa ¢Opma Ha MeAMKAMEHTW, KOATO 34PaBOC/OBHOTO UM
CbCTOAHME U3UCKBA.

e JlasepHa Tepanus
YnoTtpebata Ha flasep NpM O4YHA XMPYPrua UAW enunaumsa He e AOoKNagBaHa KaTo
npobsaem npu EMM. CuHUTe nasepu, n3nosseBaHu 3a obpaboTka Ha 3bOHU Kapuecw,
MmoraT Aa MNPUYUHAT UM3rapsaHuAa Ha BeHuuTte. 3bbonekapute TpabBa aAa bbaar
nHPopMUpaHu 3a anarHosarta EMM, 3a ga morat Aga Haco4yBaT BHMMATE/IHO JIa3epPHUA
NbA.

e CBET/IMHHM U3TOYHWULM B 34paBEONA3BAHETO
MoCTaBAHETO Ha XbATU GUATPU BBPXY ONEpPaLMOHHUTE IaMNKN He e Heobxogumo 3a
NoBeYeTo onepauun, Ho NEPCOHaNBLT B 34paBHUTE 3aBeieHUs BUHaru Tpabea aa 6bvae
nHpopmMmpaH, ye umate guarHosa EMM, 3a ga ce nsberHe HeHyKHO CUNHO OCBETABAHE
npu No-aAbArv onepauun. MscnesBaHma Ha BbTPELIHOCTM OT TANOTO C MOMOLLTA Ha
OCBeTeH/CBET/INMHEH, MBKaB MHCTPYMEHT, HapeueH eHZA0CKOM, CbLyo e 6e3onacHo.

Mpwn onepauumn UAM €HAOCKOMMA Ha MaUMEHTU C TEXKO YyepHoApobHO 3abonsBaHe,
cBbp3aHo c EMM, nekapute TpsAabBa Aa NOTbPCAT CbBET OT CNELMannCT No nopdupum,
TblA KaTo oOnepauyoHHMUTE Namnu TpabBa Aa 6bAAT NOKPUTU C KBATU OUATPWU.
LleHTpoBeTe, cneunannsnpaHm B obsactta Ha nopdupunte, moraT ga npenocTaBaAT
AONBJHUTENIHA KOHCY/TaLMA, KOrato e Heobxoanmo.

12. Morat nau ga 6bgar usnekysanum EMNM w XCN?

MoHacToAawem HAMA gpyro nevyeHue 3a EMMN ocBeH TpaHcnAaHTaUMA Ha KOCTEH MO3bK. TOBa
NledyeHme e CBbP3aHO C TO/IKOBA BUCOK PUCK OT YCAOXKHEHUA N JOPU CMBPT, Ye ce npuaara camo
B MHOTO CreuManHun 1 CA0XKHN CUTYaunn.
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13. Kbae mora ga nony4ya noseye nHpopmauma 3a EMMN wm
Xxcne

NHPopmaumATa Ha To3n yebcallT e HanucaHa M aKTyaAn3MpaHa oT rpyna cneumasnctu no
nopoupma, pabotewm cbBmectHo B EPNET, 1 e npoBepeHa oT npeaCcTaBUTeNIN Ha NaLMEHTCKU
opraHusauum.

Bbnpeku Yye nma peauua gpyru N3TOYHULM HA MHPOPMALMA, NOBEYETO OT KOUTO Ce HamupaT
B UHTEPHET, Te MOXe Aa He Ca NOTBbPAEHM OT CNELNANTNCTM NO Nopdupun.

MaumeHTCKUTe acoumaunn/opraHnsaummn morat 4a 6b4aT 406BP BapUaHT 32 KOHTAKT OTHOCHO
nHPopMauma, paboTa B MpeKa 1 noaKpena.

lpynu Ha naymeHTn ¢ nopdmMpua B pasIMYHKN eBPONENCKN CTPaHM ca n3bpoeHn Ha yebcarTa
Ha_EBponenckata mpexa 3a nopduvpum M Ha yebcanta Ha [niobanHata Koanmvuma 3a
3aCTbNHMYeCTBO 33 nopdupusa (GPAC).

MpepasrnegaHo: man 2021 .

Bnarogapvm 3a HanpaseHua npesoa Ha Jlyuuns Lonosa, monekynspeH 6uonor B
nabopatopus "Mopdpupun", YMBAN "Cs.UBaH Punckn", Codusa .
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