Knunnyen cnyqaii:
bonnara ILII. e ¢ mokazana Epurponoernyna mportomopdupus u ce Habmomasa OT

Ornenennero mo mnoppupun B KinmHukata 1o racTpoOEHTEPOJIOTHS, KBIETO €
nucnancepusupana or 2012 r. ToraBa, mo moOBOx HAa CHJIHU KOPEMHHM OOIKH H TEXKO
M3pa3eHa Ko)KHa CHMIITOMATHKA € M3cieBaHa NMopoHpHHOBaTa OOMSHA U Ca YCTAaHOBEHM
XapakTepHure 3a Epurpomoermynara npoTonopHpHs MOBHUOIEHH MOPGHUPHHOBH
meTabonuTu. Ilopanu M3KMIOYMTENHO pAAKO cpemiaHara ¢opMma Ha nopdupus Ipu
NauMeHTKaTa, JuarLo3ara 6e NoATBbpAeHa U OT PedepenTHa nabopaTopus 3a u3iieJBaHe Ha

nopdupunute B [Tonima.

O6umre naboparopHu H3cCieABaHUsA Ipu OoJIHATA HE TII0Ka3BaT MPOMEHH.
[IporonopdpupuHBT B epUTpoLUTHTE € yBeaudeH. [loppupHH-OENTHUHUAT KOMIUIEKC B
KpbBHaTa IUIa3Ma MMa (IyopecleHTeH MakCuMyM Ha 632 nm. JlumcBar mpomMeHd B

ypHHATa, Thi KaTo MPOTONOPPHUPUHBT HE MPEeMUHABA Npe3 ObOpeUHHs GUITHP.

[IpenBun BpoaeHus xapakrep Ha Epurponoeruunara nporonopdupusi, €THOIOTHIHO
JieYyeHue He ChllecTByBa. V30ArBaHero Ha cipHYEBa CBETJIMHA € OCHOBEH (akrop 3a

OpeaoTBPATABAHE HA (bOTOIleMaTOZ;aTa u 3a0aBsiHe Ha lleHOIIpOGHOTO YBpPECXKAAHE.

HpOBC)KIIaT CE JICUCHHUA CaMO ChC CHMTOMATHYHH JICKapCTBa. ITocTtositnuTe XPOHHYHH
OIIaKBAaHHUs H3HCKBAT PEIAOBHHU XOCHHUTATU3aUHA 3a INIPEAOTBpAaTABAHEC Ha TEXKH H

HEOOpaTUMH YBPEXKIaHUS.

Mous, omanenie onuma 8 PenyOauia Bvacapst ¢ KOHKpemu AQyuenmy cve CvOmsemnomo paoko 3aboassaie.
Moas, nodxpeneme  unopmayusma ¢ Oauny om Hayuny ayOauKayuu om  ROCIeOHume  nem  SOOUHU.
Bubiauoepaghenama ungsoprayua credsa ou ovoe oghopatena ¢ cmua Bankysup.
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YCTaHOBsIBA MMOBUIIIEHHUC HA HpOTOHOpd)I/IpI/IHa.

NEYEHMUE:

U30garsaneTo Ha CIBHYEBA CBET/IMHA € OCHOBEH (baKTOp 3a HNpeaoTBpaTsdBaHC Ha

doronepmaTo3ara. Morar na ce npuiaraT H IIpenapary Ha OCHOBaTa Ha OeTa-KapOTHH.

3a cera Yy Hac HE CBIICCTBYBA HAJCKIHO JICUCHHE HPH PasBHTHC HA OCTPO I[I/I(I)y3HO
XO0JIECTaTHYHO YBPCXKIAHE. Hpnnara c¢ CHMIOTOMaTH4YHa TCpanua 110 IIPECUCHKa Ha

racTpOEHTEPOJIOTA.

IIpu moseyeto GoyHM 3a00JIIBAaHETO UMa JOOPOKAYECTBEH XOI.

Moas, nanuuieme Kpamko ORUCAHNE HA  3000AS8ANEMO  COIACHO npuemume 6 bvazapus MeuyuHexu
CMAanOAPMIL, HAWUOHEINY KOHCEHCYCY, HACOKU 3 000pa NPAKmuKQ 4 eKCREpmuY CRGHOSMIYA HA HAYUOHAHY
KOHCYAMAHMY U HAYy4HU Opyocecmed. Onpedeientiemo cied6a Od GRII0YEa UHMOPMAyUa 6 pesoMupan sud 1a
Bur2apeKu e3ui 30 eMUOTOUAMA, IITUHULHUNE NPOSGU, SCHEMUYHA KOUCYINAYUS U AeHEHUe HA 3a5OIABAHENIO.

Yerupuuudpen ko1 Ha 3a6oaspanero no MKB-10 (ako TakbB € HAJIHY€EH)

E 80.0 Hacnencteena epuTponoeTiHaHa nophupHs:

Epurponoetuyra  nporonopdupust  (EIN),  Protoporphyria  erythropoetica  (EPP),
Erythropoietic protoporphyria

Monsi. nocoueme wemupuyudhpen koo #a 3aboAAsanemo cvaiacno Homenkaamypama MKb-10. Ako makes He e
HUANYEH, MOASL UZIONCEMEe RPeOTONCEHUEe 30 AOCK6AIMHO U DOCHIOBEPHO KOOUPAHE HA 3U00Is8aHemo 6
HUYHOHAIHAMA 30PUGHE CUCIMEMA.

Koa na 3a6oanBanero no Orpha code:

ORPHAcode 79278

Moas. nocovenie koo na sadoaseanemo cveaacno nomenxaamypama Orpha code (http:www.orpha.net). Axo
PIAKDE HE € HATUYEH, MOS USTONCEINE NPEAAOJNCEHUE 30 AOERBAMHNO U QOCHIOBEPHO KOOUPUHE HA 3aD0IABAHEMO
& HAQYUOHAAHAMQ 30PABHA CUHCHIEMA.

EnuaeMH0JIOTHYHH JaHHH 32 3a001s1BaHeTo B Pemyb6yka buarapus

EIII e psmko 3abonsBade, 33 KOETO JHMIICBAT HAEXKAHM MaHHK 3a JICHCTBHTENHATA MY
gectota. Ot 1965 T. 10 cera ca JMarHOCTHIHPAHH, JIEKYBaHH M JbJITOTPAHHO MIPOC/IEASIBaHH
19 Goneu or jaGoparopusTa mo nopdMpHM M KIMHHMKAaTa mo ractpoentepoiorus. Ilpes
OCJIEHUTE 5 TOMUHH €a AUCIIaHCEPU3UPaHU caMo 2 OT TE3H CiIy4aH.

Moas, nocoweme enudemuoacuuny dannu 3a saooineanemo ¢ PenyGauxa bvreapus. Hannune mpabea da
GRAOYBAM 11/14)0/)»1(11411}1 na Guicapcku e3ux 30 3a0031e6aeMocmma, GoAeCmuOCINma, NPEeXCUEAEMocmma U
CMBPMHOCHING 1A 3GB0ATBAHEINO 6 TBI2APCRA 00Wa NOMVAAUUA. KAKMO U XAPARMEPUCIUKT 1 O4AKGAN épou na
HOMYIAYUSING G PUCK.

B T.4. HaydHH Oy0aMKAUMH OT MOCJHEAHHTe HeT TroJHHH W NPHI0KCHA
oudauorpadgcka cnpaBka

JlaHHUTe ca OT HAIMYHAaTa NOKYMEHTalusd H apxuB Ha JlabopaTopus mo nopGupHa u
MOJIEKYJIIpHA JHArHOCTHKA HA BHPYCHH YepHONPOOHHM 3a00psBaHHMS Karo €IMHCTBEHOTO
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(YHKUMOHMpAIIO 3BEHO B CTpaHara, OOENWHABAIIO JHATHOCTHKATA, JICYCHHETO K
IPOC/IEIBAHETO HA OOJIHY ¢ NOphHpHs.

Moas, noodkpeneme unpopmayusma 3a enudesmuonozunume dannu 3a 3a60126aHeN0 6 bvazapus ¢ dannu om
Hayn RyOuRayun om rocieonume nem codunu. bubiuozpagcrama ungopmayus cieosa da Gvoe oopmena 6
cmu Bankysop. Moas, npuiooicenie Roanomexcmos 6apuanm na yumupanume Havynu RVOAUKAYUY,

EHH}LICMHOJIOFPI'!HH JaHHH 3a 3200/ I9BaHETO B EBpOHeﬁCKHﬂ CbHO3

EIIIT e Tperara mo dYecToTam pasmpocTpaHeHue NopdupHs H Haii-yectaTa Ipy Jena.
BonectHocTTa cnopen HammuHuTe choOmEHus e mexay 1:75 000 u  1:200 000. He ce
OTKpHBAT IaHHH 3a 3a00JIEBaEMOCT Ha cTpaHuTe B EBporna.

Mons, nocoveme emidemuonoeuyny Oannu 3a aborseaneno & Esponetickus cvio3. Hannume mpsbea da
BRAGUGAIN  WHbopMayus,  npesedena  HaG  OBAcapoki 3R 30 3a603¢6aeMocming. borecmrocmma,
UPEHCUBEMOCTING U CMBPITHOCIMA HA 3aDOAAGAHEMO ¢ ¢ePONElicKa HONYITAYUsl, KaKmo u XAPUKIMEPUCHIURY U
ouaKgaH OPOTi HA NONVAAYUSINLG 6 PUCK.

B Tu. HayyHu ny6amkanmu oOT nocCJdeIHHTEe IeT TOJMHH H HPHJIOKEHA
oubmnorpagceka cmpaBka

1. George Elder, Pauline Harper, Michael Badminton, Svere Sandberg, jean-Charles
Deybach. He incidence of inhrrited porphyrias in Europe. ] Inherit Metab
Dis.2012: DOI 10.1007/s10545-012-9544-4.

2. Poh-Fitzpatrick MB. Porphyria. Online review issued by Medscape —Drugs, Diseases

and Procedures. Updated February 24, 2014

Mons, nookpeneme unoprayuwima sa enudesuorosuunume Oann 3a 3at0assanemo ¢ Eeponerickus ¢vios ¢
oannu om nayunu nyGrukayuy om nociednume nem 2o0ouny. Buaospagexama ungpopmayus creosa da Gvoe
oopmena ¢ cmwr Banyewp., Moas,  npurooeme  nAHOMEKCMOE  GapuaHIng NG YUMUPAHUME  HAYUHU
HVOIUR AU,

Ouenka Ha CLOTBETCTBHETO HAa 3a00/15IBaHETO C JepUMHHUHATA 3a PAAKO 3abo,sBaHe
cbriacuo § 1, T. 42 0T JONBJIHHMTENHATE pa3nopeadn Ha 3aK0HA 32 30PABETO

3a0055BaHETO CHOTBETCTBA HA AePUHHUIMATA 32 PIAKO 3a00IIBaHe

Moas, dexrapupaiime CooMmEencmGUenio HaG 3a0OIAGANEMO ¢ OeuHUNIAMQ 30 PROKO 3aboageane coeaacio § 1,
m. 42 om Somvanumennune pasnopediu na Iaxona 3a 30pagenio.

KpnTepnn 3a JHATHOCTHLHMPpAHE HA 3a200JI9BaHETO

CsriacHo IloBenenue mpy epUTPONOETHYIHA POTONOPPHPHS

1. ®uzukanHa HaxoJKa IpU Mperieaa 3a epUTEeMHO-e/IeMaTo3Ha (OTOCEH3NOMITH3 AU —
00Jie3HEH e1eMaTO3€H EPUTEM IO OTKPUTHTE YaCTH HA TAIOTO

2. Cheunanuszupany J1aOopaTopyuHu uscienBanus — [IpoTonoppUpHHET B €pUTPOLIUTHTE
€ YBEJIMYEH JEeCETKH MBTH Haj ropHara pedepertHa rpanuna. [lophupuH-6enTpuausT
KOMILJIEKC B KpbBHATa MJ1a3Ma MMa (IyopeclieHTeH MakCUMYM Ha 632nm npu
BB30yxnane 408nm. JIuncear npoMeHH npu u3ciaeaBaHe Ha NOPPUPUHUTE B YpHHATA,
THH KaTto MpOTONOPPHUPHUHBT HE pEMHUHABA pe3 ObOpeUHus GUITHD.




HpI/I POAHHHUTE-TATCHTHH HOCUTEIH HE CC YCTaHOBsABA MOBUIIIEHHUC HA nporonopQ)HpHHa.

Mons, usbpoiime Kpumepuume 3¢ ouacHocmuyupane Ha saboassanemo (OeQuuuyud Ha caydat). Moas,
GITIONEME UHDOPMAUS HA DBALAPCKU e3UK 30 HPUIHAYUME U CUMNMOMUME HU 3Q00TACUHEMO, eMUOTOUAMA U
namozenesama. Mugopmayusma c1edsa 0a ce HO08AGA HA RPUEHTU U YMBPOCHU MEOUYUHCKY Cmandapmi,
HAYUOHATHY KOHCEHCYCH, HACORT 30 Q0OPU NPAKMUKA U eKCREPIMHIL CIIAHOBUMA HA HAYHOHATHI KOHCYAMAHMU U
wavunu Opyowecmea. B caywati. we maxuga we ca nawwunu ¢ Penvoauxka  bvacapus, wpuiodcenume
YYHCOCCIPARNY CINUHOGPMY, HACOKU U KOHCEHCYCU CedGd 0a DvOam npesedenu Ha Ovl2apcki esuk u
QOANMUPAHY CoOOPAZHO KORKPEMHAMA CREYUPUKA U YCI06USA 1Y ObI2UPCKamd 30PaBHI CUCheMd.

B T.4. HayuyHu OyOJHKAIMH OT MOCHEIHHTE NET FOAMHH H NPHJIOKEHA
onbanorpadgcka cnpaBka

1. JI. AmxapoB. JIMarHOCTUYEH U TEPANeBTHYEH AITOPUTEM (KOHCEHCYC).banrapcko
HAay4HO JPYKECTBO 10 racTpoerTeponorus. Ilopdupuu. beirapcka
xenatoractpoenTeponorus. [.2010 — Ku. 2 ctp. 170-183

2. Brent D. M, James Q, Narciss M et al. Erythropoietic protoporphyria. A case report
and literature review.Clin Aesth Derm. July 2010. Volume 3. P 44-48.

3. Poh-Fitzpatrick MB. Porphyria. Online review issued by Medscape —Drugs, Diseases
and Procedures. Updated February 24, 2014

IIpu cemuenue 3a EIII, OOJIHUST CE HACOUBA KBbM CIECIHATU3UPAHO 3BEHO, KBICTO C€ Cle/IBa
[ToBeneHue Mpu epUTPONIOETHYHA npotonophupus

1. KiMHWYHYE KPUTEPHH - EPHTEMHO-EIEMaTO3Ha (pOTOCEH3MOMIH3aLHUs — OONIE3HEH
€1eMaTO3€H EPUTEM 10 OTKPUTHTE YACTH Ha TSIIOTO

2. Cpenuanusupany JJabOpaTOPHHH HU3CIIEBAHUA

- Ompenens ce NpoTONOpGUPHUH B EPUTPOLIUTHUTE.

- Omnpenens ce moQpUpUH-OENTHUHHUAT KOMIUIEKC B KPBBHATA IL1a3Ma NPHU
ryopecrieHTeH MakCHMyM Ha 632nm 1pu Bp30yK1aHe 408nm.

[Tocae HuTe W3KITIOUBAT HEOOXOAUMOCTTA OT AU(epeHIInalHa IHarno3a ¢ Ipyru
¢boToaepMaToO3u

Mosast, nocoueme aeopUMMY 30 QUACHOCHUYUPANE HA 3a00AS6ANEMO. Mous, exmoveme unghopmanus na
Bracapeku esuk 3a anamuesama u oudepenyuainama Ouacno3a Ha 3aboaseanemo, nabopa om aabopamopiu,
oBpazny W XUCMOAOUMHY  USCICOBANUA, HEOOXOOUMOCI O CeHEMUYNT UCTCOGAHUA H MEOUKO-CCHeMUUHO
Koncvamupane, Opveu uscredsanud. Hngopmayuama credea Oa ce nO306A6A HA APUCINN U VIGBPOeHU
MEOUYUHCKH CIRAHOAPMY, HAYUOHLIHY KOHCEHCYCH, HACOKU 34 08P APAKMUKA H CKCREPATHU CINAHOSUIYG HA
HAUONATIY KOHCYAMANIY U HAYYHY OPYICEcmEa. B ciyyuat., e marued ne ca naauuiu Penybauka bvazapus,
APUAONCERUNIE HVIICOCCHIPUNHI CRIGHOUPINTL, HACOKU U KOHCEHCYCU C1e06d oa Bwoam npecedent Ha GvICAPCKU
3K 1 A0anMUPa CbOBPAZHO KORKPEMHAMA CREeYUPUKA U yCAOGUR HA BrASAPCKAMa 30PAsHA CUCMENA.

B T.4. HAayuHH mNyOJMKAIMH OT TMOCJAEIHATE MNeT TOJUHH H TPHJIOKEHA
ounbauorpadgcka cnpaBka

1. JI. AmxapoB. JIMUarHOCTHYEH M TEPaNEBTUYCH AITOPUTHM (koucencyc).banrapcko
HAy4yHO  JPYXECTBO IO  TFacTPOCHTEPOJIOrHs. IMopbupun.  bouarapcka
xemaroractpoesTeposiorus. I.2010 — Ka. 2 ctp. 170-1 83

2. Poh-Fitzpatrick MB. Porphyria. Online review issued by Medscape —Drugs, Diseases
and Procedures. Updated February 24, 2014




Mons, nookpeneme ungopmayusma 3a arRopumsMume 3a Quaznocmuyupane na zaboaseanemo & Esponeiickus
CHIO3 ¢ QUHHU OM HAVUHY RYOAUKAYUY 0N ROCACOHUME nen codunl. Bubnnocpadherama unopyayus credsa oa
dwoe oopmena 6 cnun Bawkyevp. Mo, npuaoxcenic WbIHONEKCINOE SAPUANM HA YUMUPAHUME HAVYHU
YO UKAYYLL, ‘

AJIFOpﬂTMH 3a Jie4eHHe Ha 3a00J/I9BaAHETO

1. H36srBaHeTo Ha CiIbHYEBa CBETJIMHA

2. Ilpenaparu Ha ocHOBaTa Ha GeTa-KapoTHH (HE C€ Ipeuiarat B buirapus)

A/[(),"IH, noCcoYenie aICOPUMMIU 3d AeHCHIE Ha 3AGOAAGAHEINO. /"/I().:'l}l, BKAKOYEME Illl(i)()p,:\/t(llluﬂ HA 6?),’18(1[7(3/(11 E3UK
3d mepanesmiyHime HOOXOOU KbM .?d(j()flﬂ\‘.?(llidf)l(), 6 MOBA YUCAQ KOHCEPEAMUBHU U ONCPAMUGHU, MEXHUMe
npedum'msa, PUCKOGE U OYURGQHU e(/)ek‘mummcm, sodeyu cneyuaaucmi npu )’lp()f_?é’.)f('(.)(ll-l() Ha AeHeHUemo u
Heobxodumocmma ont Koucyamanyuu ¢ ()]7]/‘(’1{ CREYUATNCHIU. npenopvriumeIeH OUCTNUYRH PEJCUM U (fblz{ls’ll‘lé’c’}\’a
dikmusHoCH U ()[). [///(])(.)p,wawmﬂ'za cred8a 0a ce HO3083460 HA npuemnu u ymawpoeHu MeQUYUHCKU cmam)apmu,
HAYUOHLTHY KOHCSHCYCH, HACORKU 3d ()0(3[%7 RPAMUKQ U eKchepniit Cmanosuiyd HA HAYUOHATHY KOHCVAMAHmMu u
HAVYHU ()[21&')1(,‘(?0]716(1. B ci’{V’I(lit, Yye MAakusad He cd HAAUYHU 6 Penyﬁvzu\"a E'b,'l('?(l/)llfl. HPUAOHCEHUNIE
‘ly'.’)K,Y)QCIn])UHHH c:mam)apmza HUCOKU 1 KOHCEHCVCH credea Oa Hvowin 17])6863()6}{11 Hd 5%."18(1[)6’](11 C3URK U
a()anmupaHu (,"I.v()()/?dSH() KOHKpemHama cneuu(/nma U VCAOBUS HA 577.’18(1[)('}(’&'1]}?0 3()[?(18Ha cUcmema.

B T.4. Hay4yHH OyGIMKanMA OT MOCHEJHHMTE NeT TFOJAHHH H NPHIOKEHA
onbanorpadcka cnpaBka

1. JI. AmxapoB. JJMarHOCTAYEH U TepaleBTHYEH alrOpuThM (KoHceHcyc).banrapeko
HAY4YHO  JIDY)XeCTBO 10  ractpoenteponorus.  llopdupun.  bbarapcka
xenaroractpoenteposorus. I.2010 — Ku. 2 ctp. 170-183

2. Poh-Fitzpatrick MB. Porphyria. Online review issued by Medscape —Drugs,
Diseases and Procedures. Updated February 24, 2014

Moan, nookpeneme unpopmayuama 3a AIZOPUMMUME 30 A€YCHUC HU saboaneanemo 6 Eeponeiickus cwios ¢
OAHHY OM HAYUHI NYOIURAYUI 0N NOCICOHUME REM JOOUHU. Butanoepacpexama unghopmanua ciedsa oa 6voe
opopmena & cmun Bawkvewp. Mo, npuioxcenie  NbaHOMERCMOG  6APUAHM HA YUMUPAHUME  HAVIHU
nyOAUKAUY.

AJIl"OpPlTMH 3a NpPoCJaeABaAHE HA 3200/19BAHETO

1. Jlucnascepu3upaHe Ha GOJHHMA ¢ H3TOTBSHE HA OCHETA 33 ABJIrOCPOIHO
npociesBaHe

2. KoHcynTaluy ¢ racTpOEHTEPOIIOT 110 OTHOLICHHE Ha Bb3MOXHA XO0JIeCTa3a

3. MOHHTOpHpaHE Ha TIOKa3aTeNnTe Ha IopdUpHHOBaTa OOMsIHA - TPsAOBa J1a e MIaHyBa
WH/IMBAIYAJIHO, ChOOPA3eHO C TEXECTTa Ha KIIMHIYHATA KapTHHA

Moasi, nocoueme (azopumsu 34 npocaedasane Ha 3aboissanemo. Moas, sxuoueme unpopMayust 1a GoAAPCKU
CIUK 30 APOSHOIUMA 1A 3aBOIAGAHEMO, HEOOXOOUMOCMING Om nocredsayil GOTHULHY 1t U3ELHOOIHUNHY SPUCLL,
GodC CENUATUCIIY RPU APOCICORBAHEINO U HEODXOOUMOCMING 0N KOHCYAmay ¢ Opyau  cheyuaicmy,
GHIMONCHU  VCIONCHEHIS, HeCmOnid I MENCecn RA YCIOXCHEHUAING U op. Huopamayusuna ciedea oa ce
NO306a6A MG RPUEMU U yMEBPOCHU MEOUYUHCKYU CRIAHOAPING, HAYUOHATHI KOHCEHCYCU, HACOKl 3d oodpa
APAKMUKA ¥ ¢KCREPIMHU CRIAROGUUA HA HATUOHATHY KOHCYATNAHIM 1 HA4H1E opvacecmsa. B ciyuan, ve maxusa
we ca mamuuHy 6 Penvbauka Beazapus. npuiodcenume 4yoROecmpaHHu CIRAHOAPMU, HUCORH 1 KOHCEHCYCU
credsa da GrOant Npecedent Ha GpAcapeK e3UK 1 AOURRUPANIL CHOOPASHO KOHRpEnHand CReWUPURA U YCI06us
HA ORASAPCRAM A 30PAGHA Cucmemd.




B T.4. HaydyHH @OyO0JMKAIMM OT MOCJHEIHHTE IET rOJIHHM H NPHIOXKEHA
oubauorpadcka cnpaBka

Poh-Fitzpatrick MB. Porphyria. Online review issued by Medscape —Drugs, Diseases
and Procedures. Updated February 24, 2014

Moas, noOKpeneme uHpOPMayusma 3a arzopumMume 3a npociedasane inda 3aboaasanemo ¢ Leponeickus cvio3
¢ dannu om rayunu nyGauKayuy ont nociednume nenm 200uny. BuGiospagexama unpopyayus credsa 0a froe
ohopmena 8 cmur Bauwkyevp. Moas, npuroxceme  NeIHOMEKCMOG  8APUAHNL HA  YUMUDUHUME  HAVYHU
nyOauKkayuY.

AJropuTMH 32 pexadHJINTalHs Ha 3200/19BaHETO

1. TlpemmassaHe OT CIBHYEBO OONBYBAHE OlIE OT paHHA JETCKa BB3PACT CleA
JHarHOCTHIIMpaHe Ha 3a00JIABaHETO.
2. Ilpuem Ha BUT [I

Moss, nocoveme @izopumsu 3a pexabwiumayus na saboaseanemo. Mo, sKunoveme wnopmayus 1na
Gracapeiit e3uk 3a HeOGXOOUMOCIMA 1 NOMPeOHOCMUNIE oM CRCYUUTUUPARA PEXaDUIUMAYUL, 6 MO6A HUCIO
usukaana,  MepRu 3G CONUQIHA  UHMepayus,  cneyuain  obpasocament HYACOU,  NPOGIECUOHATHO
opuenmupane 1 RpeKGaauuRayus, ncuxorozuvecka nosow. Hngopywayusma ciredsa da ce no30saea Hd
npuemu 1 Ymewpoen MeOUYUHCKY CHIGHOGPMU, HAYUOHWIHU KOHCEHCYCU, HacoKu 34 006pa npakmuxa u
eRCREPMHY. CIMAROBUIYA HA HAYUOHATHU KONCY.AMANMU U HAYIHU OPYIICeCmEa. B ciyuadl, we maxuea ne ca
nanwn 8 Penvbauxa Bvacapus, npuaodicenume yyycoecmpaniy Cmanoapi, Hacoky 1 KOHCeHeyeu ciaedsa ou
Gvdam npesedent HA GvACAPCKU €3UK U AOANMUPANN CoODPU3HO KoMKpemuama cneyughura U yCrIo6ua Ha
Bvacapcrama 30pasHa CUCmema.

B T.4. HayuyHH OyGJHKANMH OT NOCAEJHHTE NeT TFOAMHH W NPUI0KEHA
oubauorpadgcka cnpaBka

Poh-Fitzpatrick MB. Porphyria. Online review issued by Medscape —Drugs, Diseases
and Procedures. Updated February 24, 2014

Moas, nookpeneme UHPOPMAYUANG 30 WIZOPUMMUME 3d PEXAOUIUMANUSL HU saboagsanemo ¢ Esponetickus
CBI03 ¢ QAN O HAYUHY MYOTURAy 0m nocieOnume nem 200uny. bubauospadgexama uH(hopMaya credsd da
Gvoe oopsena 6 cmur Bankyewp. Mons, npunoxceme nuAHOMEKCMOS GApUARM HA YUMUDAHUME HAYIHI
nyOAURAYH.

Heo6xoqumu feifHocTH 3a npoduiakruka Ha 3abonsBaHero (ako TakuBa ca
HPHJIOKUMH)

Jla ce OCHTYpH BHOC B CTpaHaTa Ha Ipenapatu Ha 6asaTa Ha 6eTa-KapoTeHa, KOHTO MOTar Jia
noBeqaT 6e3 ChbMHEeHHME 0 OOJekyaBaHe Ha  OOJIE3HEHOCTTa  OT Oyno3HaTa
doToceH3nOMIH3ALHSL.

Moas, nocoueme OelHOCMY 30 APOGUAGKMUKA HE 3GDOIASARENO, KO MAKNEA Cd APUTONCUMIL. Moas,
GRAIOUEME UHOPMAYUS 1T OBALAPCKY €3UK 30 HEOOXOOUMAMA NpPEUHA, GMOPULHG U mpemuind npegenyus,
PUCKOGU (arkmopis, 8 MOBA HUCTO U PaKMOPU HA OKOINAMA cpeda, crpununz u Op. Ilwpopmayunina caeosa oa
ce NO30GAEA HA NPUENH U YMEHPOCHU MEOUYUHCKI CIMAHOGPIIY, HAYUOHATHY KONCEHCYCl. HACOKU 3a oobpa
NPAKMUKA 1 EKCAEPIMHY CIAHOGUIYA HU HAHOHATHI KOHCYAMAHI U HAVUHLL opyacecmea. B eayuai, ve maxkusa
we ca Hamuuny 6 Penybauka Boazapusi. npuiodkenume Nyscoecmpannu CIanoapny, HACOKY U KOHCEHCYCH




eredad 0d OvOam npesedentt KA BbAAPCKU e3UK U aOarinupany CbOOPA3IH0 KOHKPEMHAMa CRACYUPUKA 1 YCA08HUS
Ha feacapekama 30pagHa CUCmeMma.

B T.4. HayyHHm mny0JMKAUHH OT IMOCIeJHHTE NeT TOJHHH W NPHJI0KEHA
oubanorpadgceka cnpaBka

Moas, neoxpeneme  unopymayusma 3a  HeOOGXOduMUME MEPKU 3¢ Apourarinuka Ha  3a60i88anemo 8
Egponetickus cwio3 ¢ daunu om  Havynu RyOIukayuu om nocieonume nem coounn. buvanoepadcxama
ungpopMayus. credsa da voe ogopatena 8 cmun Banxysop., Moas, npuiodxceme nuaHomekcimos eapuanm Hd
YUMUPAHUME HAVURU NYDAURAYULL.

Ilpennoxkenus 3a OpraHu3aiis HaA MEIMIMHCKOTO 00cC/Iy’kKBaHe HA NAllMEHTHTE H 32
¢uHAHCHpaHe HA CHOTBETHHTE NCHHOCTH, chboOpaseHHM ¢ JelicTBamiaTa B CTPaHATA
HOpPMAaTHBHA ypeada

CnioMeHarara 1o-rope eIMHCTBEHA B CTpaHaTa J1abopaTopus 3a H3ciie/iBaHe Ha OOTHUTE
¢ noppupun ¢yuxkuuonupa ot 1994r. B Yb ,,CB. UBan Puncku”. JlaGoparopwusra,
BKJIIOUBaHA 1pend 1994r. B Ipyru 3ApaBHU CTPYKTYPH, H3IIBJIHSABA Ta3H POJIA IOBEYE OT
HOJNOBHH BeK. [IbpBUAT HHAMBUAYAJICH KapTOH HA JUAarHOCTULHPAH, JIEKYBAH M CHCTEMHO
npocneasBan Goien e ot 1963r.). Ilo Hacrosmem JlaGopatopusita pabGoTH B TACHO
CBTpYAHHMYeCTBO ¢ KiHMHEKaTa MO racTpOEHTEpONOrHs B Chiiara Oonduna. Ha
(GYHKIMOHOJIEH TNpPHHIMI € Wu3rpaJeH e(QeKTHBHO NEHCTBAlll EKCNEPTEH LEHTHD 3a
IHArHOCTHKA, JIEYEHHE M IBJIrOTpaifHO mpociensBaHe Ha OOJIHUTE ¢ NOPGHPHH, KOHTO
MHOT0 OT/[aBHA IOKPHBA H3MCKBAHHUATA 3a eKCIIEPTHY IIEHTPOBeE, 3aoxeH B Hapenoa Nel6
Ha M3 ot 30.07.2014r.

Moast, onuwieme npedioNCeHUs 34 OPCAHUSANUS HA MEOUYUHCKONO OOCIYHEAHe HA nayueHmume i 3d
DunaHCUpane KA CbOMGEMAINE OCTHOCIN, CLOOPASEHYU ¢ DCUCMGAUAMA & CRIPAHAING HOPMAIMUGHT Ypedlad,
GRUGUUMIETHO ODOCHOGARY NPedaodenus 3a Qomvanenus u usmenenust. TIpedaodcenuama mpadea 0a yeasm
HOQOBPSIBANE HA DOCHBAA OO KAYCCHIGEHH, AOCKEUMNI U HAGPEMEHHI MEOUYUNCKYU 1 30PACGHU SPUICH, KAKMO U
ONMIUMUSHPANE 1A USAOIZGAHUINE PECYPCH 6 30PASHAMA CUCMEMd, 6 MOBQ YUCHO MAMEPUAINN U YOGCUKU.
Hudhopmayusama credsa 0a ce RO306A8A HA NPUEMU U VINGLPOEHH MEOUYUHCKU CIAHOGPIMIL.  HAYUOHATHU
KOHCEHCYCH, HACOKU 30 000pd APAKMUKG U eKCRePMHIL CAHOGMIYA HA HAHUOHWIHYU KOHCYAMAHMU U HAYUHI
dpvacecmea. B cavuai, we maxkusa we ca nanwnu 6 Penybuuxa bvacapus, npuiodicenume yyIcHecmpaniu
Cmandapmi, HACOKY U KONCEHCYel credsa 0da 6vdam npesedent Ha DpAeapCKiL e3uk 1t QOarmmupai cvobpasio
KOHKPeMHAma Cneyupuia u yeiosus Ha Gpaeapekama 30pagHa cucmema.

OnucaHMe HA ONMMTA ¢ KOHKPETHH MALMEHTH Cb¢ CHOTBETHOTO PAAKO 3aboasBaHe (ako
HMA TAKbB)

Ot 1963 roj. mMpH HAc ca IMATHOCTHUMDAHH, JIEKYBAaHH M IBJITOCPOYHO HalJONaBaHH 19
6osuu ¢ EIT1. Ha Bcexu HOBOOTKpHT 60JieH ce oopms JOKYMEHTAIUs, KOITO C& ChXpaHaBa
Ha XapTHEH U eJIeKTPOHEeH HOCUTEN. B Hes ce 3aNucBaT JaHHHTE OT aHAMHE3aTa, ClCLHaTHHA
nopdupHYEH CTATyC, OOIINS CTATyC, EBEHTYAIHO HAIMUME Ha MPHADPYXaBallHx 3a00JIIBaHUSA U
pesynratMTe OT o0OMMTEe 1abOpaTOPHM HM3CICABAHUSA, KOUTO HMAT OTHOLICHHE KbM
MPEJCTOANIOTO JiedeHHe. Ha oTmenHo MsCTO ce OTpa3sBaT HAYAHUTC pe3ynarTard oT
nopdupuHOBaTa OOMsIHA, KOUTO OUBAT NPOCIIEAIBAHH B XO/Ia HA JICICHUETO U IBITOTPaliHOTO
gabmoaeHue. BcHYKY HACTHIMIIM IPOMEHH HAMUPAT MSACTO B IOKYMEHTALMATA. [Moxpo6HOTO
JOKyMeHTHpaHe 61aronpysTCTBa TOYHATA OlEHKA Ha XO/a Ha 3a00IsABAHETO.




nodo(ipﬂ(wue Ha docmibna 0o KAYeCcmeEen, aoekeaniiny u HUBPEMEHH .\18()1[1/”11('1\'1,{ U 30pacHy CPUNCYU, KAKMO U
ORIMUMUSUPAHE HA U3NOJA3CARUME PeCypCl 6 3<)pa(;Hama CUCIMEMA, 6 TNOCH HUCTO MAMEPUWTHE U YOBCHKI.
[[H(/)()ﬂ’wdl[ll}llﬂa creded Od ce noz06dsd Ha npuemi U yﬂl(w’b[?()C)HH .rl'ié?()ll?['LIH('Klt (.‘I??()H()(I[)}?ll{, HAYUOHATHU
KOHCEHCYCU, HACOKH 3d ()()6/,70 APARINUKA U CKCREPMHY CRIGHOGUULA HAd HAYUOHAAHU KOHCVIRAHING U HAVYHU
()[21/'[”{,‘(’(3’7[8(1. B c:'lyltaﬁ, Ye Inaruea He cd HAIWYHU 6 Peny(mw\‘a E’b.ru.’apwz, RPUSONCCHUME ‘I)‘.’)K'()C’CHI[J(IHHU
(’IﬂdH()(l[?l?lll. HACOKU U KOHCEHCYCU credsa da Gwoam IZpC’H(’()C’HU Hd 67),'1(?61[7(;’1(’2[ C3UK U CJ()(III/?ZU[?L‘(HH C’b()(j])a.'}H()
KOHKPpentHdania cnemt(};uxd U YCAO8UA HA 617,"[(1’(1])('/\'(”}1& 30PASHA CHCHTEM .

Onricanne Ha ONHTA ¢ KOHKPETHH HAIHEHTH CbC CHOTBETHOTO PAAKO 3a0osisBaHe (aKO
HMA TAKbB)

Ot 1990 r. 0 cera ca IMarHOCTUIMPAHH, JIEKYBaHHM U JBITOTPARHO IPOCIIENIBaHN 3-Ma
oomnu ¢ BKK ot naboparopusra no noppupuu 1 KJIMHUKATA [0 racTpoeHTepoorus. I1o
HactosiuieM JlaGoparopusita paboTu B TACHO ChTPYAHUYECTBO ¢ KiuHKMKaTa 110
raCTPOEHTEPOJIOT s B chiuaTa OonHuLa. Ha pyHKuHOHONIEH MpUHIM € U3rpaned eheKTUBHO
JEeHCTBAIL eKCIIEPTEH LIEHTHP 3a AUAarHOCTUKA, JIEYEHHE U ABJITOTPAHHO IPOCeAsIBaHe Ha
GonHMTE ¢ MOpGUPUH, KOHTO MHOTO OTJJaBHA IIOKPUBA M3UCKBAHUATA 33 EKCIIEPTHU
IEeHTpoBe, 3a10keH B Hapenba Nel6 na M3 ot 30.07.2014r.

Moas, onuuteme onuma ¢ Penvoauka Bvazapus ¢ KOKKPEnInY nayuenimie coc CbOMGemHONo PIOKo 3aboassaie.
Mons, nookpeneme wwpopuayusing ¢ dauHu oM HAVYHU  AVOIUKAYUY  OM  ROCTCOHUINE Nen  200Unu.
bubnuocpapcxama unghopmayus creosa da 6vde oopmend ¢ cmua Bankvewp,
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