HNHPOPMAIIUA 3A:

HauMeHoBaHHe Ha 3200/ IIBAHETO

E 80.1:
1. Tlopdupus xyranea tapaa (Porphyria cutanea tarda, PCT)

Moasi, nocoweme nvano Haumenosanue Ha 3A00AA6UAHCING HA GVACUPCKU C3UK CHATACHO HOMEHIAAMYPAMA HA
MKB-10. Moas, nocoweme cunOHUMU U (CURCPHUMUBHY  HAUMEHOBAHNSI HA  3ADOUACAHENI), dKO MAKUEA
CHUfECMBYEAan.

Onpeueneﬂne Ha 32060/151BAHETO

KPATKA AEOHHUIIUA HA BOJIECTTA: [lopbupus xyrasea tapaa (Porphyria
cutanea tarda, PCT) npencraBnsBa xpoHnuHa MeTaboMMTHA XEATONATHS, KOSTO IIPOTHYA U C

H3BCHA H3BBH LIepHO,HpO6HEl (KO)KHa) CHMIITOMAaTHKa.

ETHOJIOI'UA:

N3BectHu ca pamuina u criopaanusa Gopma Ha PCT. OT damunnaTa popma cTpagaT 0KoIo
25% ot 6onuute. IBIHKU c€ Ha aBTO30MHO-IOMUHAHTHO Tpe/laBaHe B reHa Ha Y PO-/1,
Bojeina 10 0koJjio 50% CHH)KeHHE Ha €eH3UMa HE CaMOo B YepHUs Ipo0, HO H BbB BCHUKH
KJIETKH Ha OpraHu3Ma, BKJI. eputpouutute. Ot criopaguunata popmana PCT Gosenysa camo
€JIMH YJIeH OT ceMefCTBOTO. BponeHUAT eH3uMeH JedeKT npu ¢pamriHaTa popMa B rojieMus
Opoii cyyad He e JOCTaThYEH 3a KIIMHUYHATA U3sBa Ha 00JiecTTa. 3a OTKJIIOYBAHETO HA
MaTOreHETHYHUTE MEXaHU3MH H IIpH HaMUIIHATAa, ¥ IPH criopaguyHaTa popma e HeoOX0 MO
BB3/I€HCTBHETO HA HOMBIHUTETHH (pakTopu. Hali-uecTusr ot Tax (B Hax 80% ot ciyuaute) e
CHCTEMHaTa, IPOABbKaBallla ¢ TOAMHU yrnoTpeda Ha ankoxoJl. BTopusT no yecrora
eKx3oreHeH ¢akTop ¢ XxpoHuuHarta xenatut C BupycHa uaexius. . OT 3HaueHue e u
yrorpebara Ha eCTPOTeHH, BKJI. opayiHi KoHTpaLenTHBHY cpeacTBa. IlorpemHoTo npunarane
Ha XeJII30Tepanus IpH aHEMHUH, KOUTO He ca XesI30AeOHIHUTHH HE € YECT, HO € MOLIEH
¢axrop, orkmousarl 3adoysBaHero. ObukHoBeHO PCT ce paszBuBa cien 30-roaumisHa Bb3pacTt
(Hali-yecTo pe3 METOTO H LIECTOTO AeCeTHIIETHE). MHOro mo-yecra € y mbxe.llpu Haxou
cny4au ¢ paMuiiHa GopMa € Bh3MOXKHO U [I0-paHHO pa3BHTHUE (BKIL y Jiella, MaKap U psjIKo).

KJIMHUYHMU [MPOSABH:

PCT mporuya KIHHHYECKH C JiBA OCHOBHH CHHAPOMa — JEPMATOJIOTMYEH U XPOHHYHO
YepHOAPOOHO YBpEXKIaHE.

JEPMATOJIOTUYEH CUH/APOM. HarpynauusT B 4epHUs Jpob yponopdupux
IO KPBBEH IIBT JOCTHra IO KoXKara U ce oTiara cybemmaepmanno. CHMOTOMAarHKa ce
IBIKA Ha T. Hap. goroanHamuueHn edexr. OOUKHOBEHHO OOJMHHMTE OMBAT HACOYBAHH OT




JIUYHMA Jiekap mhpBo KbM aepmaronor. @orogepmaro3ara npu PCT € oT epo3uBHO-
6ynozeH tun. CaMo [0 OTKPHUTHTE YacTH Ha TUIOTO — I'bpba Ha KUTKUTE, JUIAHUTE U
IPBCTUTE, JIMIIETO, YIIMTE H BpaTa — ce MOSIBIABAT:

EQOSHH - 6aBHO 3apacTBallly IIOBBPXHOCTHU PaHUYKH, IOJIYYCHH CIE€X MHHHMAIHO
OIpaCKBaHE UJIA JIEK yaap.

Mexypu ¢ pasiudHa FOJEMHHAa — OT IIPOCEHO 3BPHO N0 TakWBa C AHAMETHP OT
HKOJIKO canTuMeTpa (Oynu). [TenHu ca ¢ 6uctpa TednocT. Hamar Bb3nanuTenieH Baji U He
ca Ooye3HeHH. BB3MOXKHO € 1a 3arHoaT. Psaako 6uBaT xemoparuyHH. PaskbcBar ce MM
CIIOHTAaHHO, WIM OT CaMHTe OOJHH, NPH KOETO OcTaBar epo3uu. Eposuute 6aBHO ce
moKpHuBar ¢_kadennkaBu kopuuku. Te cbmo ormagar 6aBHo. Ha mscToTo MM ocTaBar
MOpaBH Oelie3H, KOMTO OILE 1M0-0aBHO M3CBETIABAT U CTaBaT OEJIE3HUKABY.

B Manko Mo-KbCHUTE €TAlld Ce SABSABAT T. HAp KOMEJOHHU (YEPHU TOUYKH OT 3allyIICHH
OTBODH Ha MAacTHH >KIe3u) W Muiana (Oene3HMKaBH MpPOCEBMAHM 00pasyBaHus,
Ipe/ICTABNABAINM NOBHPXHOCTHH MacTHH kuctH). Koxara craBa arpoduyHa — riajka,
THHKA U JIbCKABA.

ITo CKYJINTE ¥ OKOJIO Op6I/ITI/ITe Ce IosABABA XHIIEPTPHUXO3a.

Koxxara no OTKPHUTHUTE YacTH HA TAJIOTO € XUINEPIIUTMEHTHPAHA U KOHTpacTHpa € € 110~
CBETJIMA IBAT HAa 3aKPUTHUTE OT APEXUTC HaCTH.

BCHUKY ropeclioMeHaTH TIPOMEHH YeCTO Ce YCTAHOBABAT €HOBPEMEHHO. Te ca MHOro
TO-M3Pa3eHH MPe3 CE30HUTE C YCHIIEHO CIBHYEBO 00IbyBaHe. BB3MOXKHO € Ipe3 3uMara a
OCTaHe caMo JIECHA KO>KHA PaHUMOCT, HO TIpe3 MPOJIETTa U JATOTO APYTUTEe CHMITOMH CE
Bb300OHOBABAT.

XPOHUYHO YEPHOJAPOGHO YBPEXIAHE, YponopdupuHbT ce HaTpynsa B
IETOMMa3Mara Ha xematouutute u B Kyndeposure xierku. Toit uma dpubposupain edexr
(Iop¥ TIpM OTCHCTBHEG HA CBETIHHA), @ BEPOATHO MPUTEXABA M NPOBB3MAIUTENHO
neficTBHe. DaBHO HaIpeBal(UTe XEHATOJOTWYHH [POMEHH JBIr0 BPEME OCTaBaT
He3abenszany. Hepsanko Te ce OTKpHBAT IIPU CIIyYaWHO H3CjielBaHE HAa KPBBTA IIO JpYyT
MIOBOJI.

qepHO,[[pOGHOTO YBpEXK/JIaHC MHHaBa IPC3 IIOCTEIEHHOTO pPAa3BHUTHEC Ha CTEATO3a H
XpPOHHYEH Xe€OaTUT H HECTO 3aBbpliBa C IHPO3a. B No-HanpeAHATUTE CTalHuH Ha
XpoHUIHAaTaA qepﬂonpo6Ha 0oJleCT DAlUEHTUTE CE€ OIlIaKBaT OT OTIAaAHAJIOCT, TEXKECT B
JSACHOTO HOIIpC6pI/IC U NOoJyBaHE Ha KopeMa. Hepanko ce pa3BuBa NBLPBUYEH paK Ha

yepHus J1pod.

OGeKTHBHO ce yCTaHOBsBA xemaromeranus. Exorpadusra mnokassa au¢ysHO
OBHMIIEHA eXOoreHHOCT. Haxojkure mpH uepHOApoOHa Guomcus 3aBucaT oT (asara, B
KOATO Ce HAMUPa YBPEXIAHETO M Bapupar oT yeka creaTosa O Pa3jIMYHHM CTCHCHU Ha
BL3MANMTEIHA AKTHBHOCT U (uOposa. I[lo-uspasennm ca mnepunopranHo. Hepsmxo
ApXMTEeKTOHHKaTa € IPOMEHEHAa HLHPOTHYHO. [Ipu cnopamguunata ¢opma Ha PCT ce
OTKpHBA NOBUIICHO OTJAraHe HA KEA30 B XCNATOUMTHTE M Kyndeposute knetku. [Ipn
oGnbuBaHe Ha uepHOApoOeH Owmonrtar ¢ YB-cemimHa ce Ha0jro/laBa  4epBeHa
dryopecueHIust B OTJEIHA MO33CUHO Pa3NoJIOKEHH yIacThIH. JIbkH ce Ha OTJIOKEHHS




yponopGupHH.

Baxen Gerter Ha Henekypanara PCT e cuiHO yepBeHaTa ypuna. [IBeTHT ce JBIDKH Ha
MHOTOKpATHO YBEIMYCHHUs yPONOPOHUPUH.

TEHETHYHA KOHCYJITAIIUS: Ilenta Ha reeTHyHaTa KOHCYJITALMA € Ja yCTaHOBH 1)
Janu GONHMAT crpaja oT mo-psiakara dammnHa Gopma u 2) ako Tasu ¢opma e Hane, 1a
6bAAT M3CIIEIBAHN HETOBHTE KPbBHH POJHHHHM 34 JIATEHTHO HOCHUTENCTBO. ChUICCTBYBAT 1Ba
MoAX0Ja 3a W3C/IeJBaHe Ha OTTOBOPHHMST 3a 3a0oJisiBaHeTO eH3uM YpoJl: OHOXHMHUYHO
oTpejic/iAHE EH3UMHATA aKTHBHOCT Ha Yo/l B epUTPOLIUTHTE M ThPCEHE HA F€HHA MyTallus B

HHK Ha CBbIIU €H3HUM Upe3 MOJIEKYIIPHO I'CHCTHIHO H3CJICABaHC.

JJEUEHHE:

BhbIIpeKH HATMYMETO Ha HEOTCTPAHHM TIeHETHYeH nedekT npu ¢damuiHaTa PCT, n
nBete GopMu Ha 3a00JIABAHETO MOJIEKAT HA MHOTO YCIEIIHO TePaneBTHYHO NOBIUSBAHE.
Haii-nanpen Tpsi6Ba na Obaar COPEeHH OCHOBHHMTE €K30IC€HHH nyckosu ¢akropu —
ANKOXOJIHA KOHCYMAIMs, ynotpeba Ha €CTpOreHH H JKele3HH npenapard. Vsciensar ce
MapkepuTe Ha XeNATHTHHTE BHPYCHM HHOeKiuH. VYCTaHOBABAHETO HA XETATUT C
JIOM3SCHSIBA E€THOJNIOrMATa. BB3MOXKHOCTTa 3a INPOBEXJaHE HA AHTHBHPYCHA TEpaIUA
TpsbBa na 6bae 0OCHAEHa KOHKPETHO Ipu Beeku OosieH, T.e. 3 ce NPENEHH ¥Ma Jii
[IDOTHBONOKA3AHAS WM LPYTH orpanddenus. UepHOIpOOGHOTO yBpexnade ce Jekysa
ch0OpasHo HeroBaTa M3pa3eHocT. IpunoxeHHe HaMHpaT pasjIM4HH xenaTonporekTopH.
BpemeHHO TpsifBa Ja ce H36ATBa CILHYEBOTO 00IBYBAHE H pabotata, BoAela A0 TPaBMH
(k. MukpoTpaBmH) Ha phlieTe. B CabHYCBH IHM € YMECTHO HOCCHETO Ha manka ¢
mpoka nmepudepus u nopu TeHku prpkasuuu. Masunara ¢ MPOTEKTHBHH ¢axTopu ca
Hee)eKTUBHHU.

3a crenuduano neuenne Ha PCT mpu HOBOOTKpHTHTE Cilydau € yCIEX C€ IpHJarat
JIBa aTTepHATHBHY NaTOTeHETHYHA MeToa: A. Macusnu kpbBonyckanus u b. Hucku no3u
xnopokeuH. HupoTo Ha ypomopupuHa B IUIasMaTa MIIM ypUHATa Ce HU3MOJI3Ba Karto
OCHOBeH kpuTepwii 3a MOHUTOPHPAHE Ha JICYCHHUETO.

A/[O..’l}l, HARUUeme Kpamko onucanie na 3060:196ANEMO  CLIAACHO npuenmume 6 .E'bfli’apu}?
.‘11(3()111/[1{}’1CKL1 Cmau()apmu, HAYUOHATHY KOHCCHCYCU, HACOKU 30 ()()(7[761 APAKMURA U CKCREPMHU
CHAHOBULYU HA HUAYUORWMIHU KOHCYIMARMU U HAYYHU ()pvof(:ecm(;a. ()I’lp(’()(’fl(’HU(’m() cireoeda oa
BKAOYGU HH([)()})M(H{LI}Z 68 pPe3oMupan 61O HU 6”b.?l£f’(.'lp07\‘ll E3UK 3a eMUOJA02UAMU, KAUHUYHHME
nposeu, cenemuind KOHCYamayusa u 1edenue nd 3a00158aHEMO.

Yerppuundpen xoa Ha 3aboansanero no MKB-10 (ako TaknbB € HAJNY€EH)

E 80.1
KncHa xoxxaa nopbupus

1. Moas, nocoueme wemupuyupen K00 Ha 3a00AA6ANHEMO CH2AACHO HOMEHIAamypamd
MKE-10. AKO maros He ¢ Haauden, MO UT0XHCene APeaaodcene 3a 0eKEamno 1
DOCMOBEPHO KOOUPUHE HA 3UD0AABAHEMO 6 HAYUOHATHAMU 30pasHa clucmemd.




Koa Ha 3a6oaasanero no Orpha code:

ORPHA code 101330
Maoas, nocowenme k00 na 3aboisganemo cveaacio novenriamypama Orpha code (hitp://www.orpha.net). Axo
MAKDE HE € HATUREH, MONT URTONCENE NPEOTOMNCEHIE 3d AOEKGUIMNO U DOCHIOBEPHO KOOUPANE HA 3aD0IABANENO

8 HAWUOHAIHama 3()[)(16”(7 CUHCHIEM .

EnuaeMH0JOTAYHY AAHHH 32 3a60asuBaHeT0 B Penybiiuka bnarapus

Iopdupus KyTasess Tapaa € psaako 3abolisBae, 3a KOETO JIMICBAT HANeKIHU NAHHH 32
nedicreuTenHaTa My wectora. Ot 1965 1. fo cera ca JMarHOCTHIMPaHHM, JIEKYBaHH |
meiarotpaitHo npocnensisanu 238 Gommm ¢ PCT or JlaGoparopusra mo nopyupuu u
Knuuukara o racrpoenteponorust koM YMBAIJL “Cs. MBan Puscku”, Codus. Oxono 25%
OT TsX ca ¢ (paMHMIIHATA, @ OCTAHAIIMTE ChC CIIOpaHyHaTa popma Ha 3a00ISBaHETO.

ITopagu aBTO30MHO-AOMHHATHOTO TIpeaBaHe Ha (aMHIHATa ¢dopma Ha Gonecrra, PCT He
MOMIEXH Ha OKOHYATEJHO W3JIEKyBaHE, BCHYKH JHMATHOCTHIMPAHU M JIEKYBaHH IAIlHCHTH
ocTaBatr Ha 0e3CpOYHO HAONMIONEHHE OT EKCIEPTHOTO 3BEHO, & 50% OT TMOKOJIEHUETO HA BCAKO
ceMeliCTBO ce€ 0YaKBa Ja HOCH Je(EKTHUAT I'eH.

JaunuTe 3a 3a0071€BaeMOCT B OOJNIECTHOCT Ca KaKTO CJIE/IBA:

Cnen 1990 ron. GonHuTe HACOYBAaHM KBM HAC 3all0YHaxa MPOrpeECMBHO Jia HAMAIABAT, 3a Ja
ce crurge no croiroctd ot 0,25/1 rom/IMumuoH 3a 3a001€BaEMOCT H 5,7/1 MunmmMoH 3a
GonectHoct mpe3 mepuoma 2010-2014 rox. 3a cpaBHEHHE HpeE3 MEpUOAA 1976 -80 rox
3a601eBAEMOCTTa TIPH JMArHOCTHLIKpanTe 0T Hac ciydau ¢ PCT Oerme 1.32/1 ron./1 MunuoH,
a GomectHocTTa 29/1 Mmymon. Hamme e 5-6 XpaTHO HaMaleHHE Ha TIOTOKa OOJHH,
HACOYBAHU KbM EIMHCTBEHOTO B CTPAHATA 3BEHO 3@ IMATHOCTHKA U JIEUeHHe Ha ropdupuure.
3a 0TOEISI3aHOTO HAMAJCHHE JMIICBAT KAKBUTO H J1a ca OOEKTUBHM YCIIOBHS OT MEIULUHCKO
ecTecTBO. B cTpaHaTa mpoxbDKaBaT Ja JSHCTBAT B IIBJIHA CHJA JBaTa OCHOBHH ¢baxropa,
oTkmousaind pasputreto Ha PCT — 3HauuTenHata alkoXojHa KOHCYMalus M XpOHMYHATA
HCV undexius.

Mossi. TiocoueTe eMHASMUOIONHYHIM IaHHK 3a 3aboassaneto B PenyGnuxa Bwarapua. Januaute tpadsa 1a
pKAIOUBAT WHpOPMALMA HA OBArapckM €3k 3a 3a00neBacMOCTTa, OONECTHOCTTA, MPEKHBASMOCTTA H
CMBPTHOCTTA Ha 3a00MsBaHETO B ObArapcka 00lA NOMYJALNS, KAKTO ¥ XAPAKTEPHCTHRM M OHAkBaH opoli Ha
NONYJalUATa B PUCK.

B T.4. HayuHH mnyOJHKANMH OT MOC/JAEAHHTe MeT TOJUHA W IPHJIOKCHA
6nbauorpadgcka cnpaBka

1. JlaHHHMTE 32 €MMIEMHOJIOTHATA Ca U3YMCICHH Ha 6a3aTa Ha HaIM4HATa JTOKyMCHTAIHA
u apxuB Ha Jlabopatopus 1o moppupuy ¥ MOJNCKYJSApHA IMArHOCTHKA Ha BUPYCHH
yepHOAPOOHU 3a00pABaHAS KAaTO eMHCTBEHOTO (dYHKIMOHHUPAILO 3BEHO B CTPAHATA,
0GeMHABAIIO IMATHOCTHKATA, JIEYEHUETO U IPOCTEIIBAHETO Ha OOIHHM C nopdupus.

2. Tpod. J-p Aumuo Amxapos, pou. J-p Anera VBanoBa. Porphyria cutanea tarda.
Jlexapcka mpaxrtuka, 6p.1/2015 .

Moast. noOKpeneme uHOPMayuantd 3 enuoemuoI0uHume O 3a 3aboaseanemo 8 bvazapusi ¢ OaHHY OM
Havumie nyBIuKa om nOCTEOHUING nem 20OUH. Bubauoepagperama unpopmayus c1edsa oa Hvoe opopmena 8
e Bankyewp. Mois, Apuaoficeme moIHomeRcmos §ApUAHin Ha YUmypanume Rayai nvoIUKay UL,

EnuneMuo/J0OriIHA JAHHH 32 3200JIBAHETO B EBpOHeﬁCKﬂﬂ CbIO3




Crope/l HATHYHHTE B IMTEpaTypara JaHHH YeCTOTaTa Ha PCT ce xonebae mexay 1:25 000 xo
1:10 000. OT eBpomelcKUTe CTPaHH KOHKPETHH MNAHHH 32 pa3NpoCTPAHCHHE Ha PCT
otkpuxme camo 3a Hopserus u [lIBenust. bonecTHOCTTa B Te3H ABE CTPAHU € OKOJIO 100 na 1
MMJIHOH.

Mossi, HOCOMEme emideMuOi0uYHU OaHN 3d 3aDoseaneno 6 ESPORCICKUS ¢blo3. Hannume mpsbea da
eraousam  UR(OpAMIayus,  Apeceoena  Ha  Ovicapeku esuk - 3d sadoresaemocmma,  OOACCHHOCHNG,
ADEHCUBSIEMOCHING U CMBPITHOCIMA HA 3aDOA6AHENO 6 eapONelicka NONYIAYUs, KaKmo i Xapakmepucmury
ouaKean GPOTl HA ROHYAAYUAMA 6 DUCK.

B T.4. HaydyHM OyOIMKALPH OT INOCHeAHHTe MeT TFONMHM U MAPHIOKEHA
oubanorpadgceka cnpaBka

1. Singal AK. Porphyria cutanea tarda. Online review issued by NORD (USA). See
references dated 2010-2012.

2. Poh-Fitzpatrick MB. Porphyria cutanea tarda. Online review issued by Medscape
(Drugs, Disease and Procedures) (USA). Updated March 20,2015.

3. Liu LU, Phillips J and Bonkovski H. Porphyria cutanea tarda. Type IL Online review
issued by NCBI Bookshef (National Library of Medicine), NIH,USA. Updated August
22,2013.

4. Mukletun M,Aarsand AK, Stelle E et al. Porphyria in Norway. Tidsskr. Nor.
Legeforen 2014:134,Ne8,831-836.

Monsi, nookpeneme unop Mayuanid 3a enUOEMUOIOUUHUME OdHHI 3a saboaasanemo 6 Eeponetickus cvios ¢
OaKHU OM HAYYHI NYOTURAYIU ONT ROCACORUNIC NEIN COOUHIL. Butauocpapesama ungpopmanus ciedea od Gvoe
oopmena ¢ cmur Bankyewp. Moust,  npuioxceme  MuAHOMERCMOS  cdpuaint nd YHINUPAHIME  HAVYHU
nybaukayuy.

OleHKa HA CHOTBETCTBHETO Ha 3a(0JisIBaHeTO ¢ JeUHHIHATA 32 PAAKO 3a00/1ABaHE
cpriacHo § 1, 1. 42 o1 JONBJIHUTEJIHHTE pa3nopendu na 3akoHa 3a 3ApaBeTo

[{uTHpanaTe JaHHU 3a 3a00JeBaeMOCT CBOTBETCTBAT Ha neduHUIMATA, JOPH 32 Iepuoaa
1976-80 roj. koraTo dyectoTara € Ouiaa 5 IbTH HO-ToJIMa.

Moas, dexaapupaiinie CbOmeencmeuemo na 3a60AR6ANEMO ¢ OCQUHUKUAMA 30 PAOKO 3a00138aNE C2AACHO s
m. 42 om QonwanumeIunie pasnopeotu na 3axona 3a 30pasemo.

KpuTepnn 34 AMATHOCTHIMPAHE HA 3200JI9BAHETO

Jluarnosata ce MocTapsi Bb3 OCHOBA Ha OIMCaHaTa nonuMop(dHa AepMaTOIOrHYHa KapTHHA,
xapaxTeprute 3a PCT npomeny B I0ppupuHOBaTa 06MsIHA U KIIMHHYHUTE ¥ TapaKIHHHIHH
u3cyIeBaHUs OT CTPaHa Ha YepHHUs Apo6.

. AHaMHECTHUYHH H KIMHUYHH KPUTCPHUH 34 Jauar"o3sara.

1. KoskHuTEe CHMIITOMH IO IIPABHJIO NPEAX0XKAAT yepHoxpodHUTE. boHUTE ce OIIaKBaT
OT MHOTO JIECHA KOXKHA PAaHMMOCT II0 OTKPUTUTE YaCTH Ha TAJIOTO - rbpba Ha KUTKHTE,
JUTAHWTE ¥ IPBCTHTE, THUETO, BpaTa u yumTe. Ha chmmTe MecTa ce ABABaT pa3sHOKaIMOpEeHH
MexypH (OT IIPOCEHO 3BPHO 110 OyIIM C FONEMHHA 3-4 ¢cM), KOUTO HSIMAT Bb3MAUTEIIEH BAT U
ce IbJIHE ¢ GUCTpa TedHOCT. B HAKOH Ciiydyan T4 HMa XEMOParuteH XapakTep. Mexypure
0GHKHOBEHO Ce Pa3KbCBAT CIIOHTAHHO. PaskbcaHHTE MEXYPH M TIOyHEHUTE OT JIECHATa
PaHHMOCT epo3uu 6aBHO e TIOKPHBAT € xadeHNKaBH KPYCTH, Clie]l OTIAJaHETO Ha KOUTO
0CTABaT XUIEPITUTMEHTHPAHH (MOpaBH) IIHKATPUKCH. TlocnenuuTe 6aBHO ce ACUTMEHTHpAT




u crapar Oesne3nnkasy. Koxara 1Mo OTKPUTUTE YacTH Ha TAJIOTO € IO-ThbMHO NUTMEHTHPaHA.
YecTo MO 3UTOMATHYHKMTE 00IaCTH M TApaopOUTAIHO CE NMOSABABA XMIIEPTPUX03a.
KoMeIOHHTE ¥ MHTHYM-T0J00HKMTE KHCTH II0 OTKPUTHTE YacTH ca 4ecTa Haxozka. Ipu mo-
rojisMa JaBHOCT Ha IPOMEHHUTE KOXKaTa MpUAoOHBa CKIEPOASPMOKUICH XapaKTep.
["openucanuTe NPOGIEMH ca MO-U3Pa3eHH NIPe3 CE30HUTE C NO-YCHUIICHO CITBHYEBO
o0rbuBaHe, a pe3 3uMaTa HaMaJlsBar.

2. OmJIaKBaHUATA OT CTpaHa Ha YEPHHUS ApO0 3aBHCAT OT CTENEHTA Ha U3Pa3eHOCT Ha
XPOHHUYHOTO MY

yBpexaane. B pefuia ciydau Te ca MUHMMaHH (c1abo u3paseHa TeXeCT B JACHOTO
nozxpeGpue) win gopu JmicsaT. [lonskora, Mpu U3CIeABaHE 10 APYT MOBOJ, C€ OTKPUBAT
BJIOLIEHH YepHOApoOHH taGopaTopHH nokasartend. [Ipu

HAIIPEHANO YBPEXKIaHe Ca HAIMIE OIUIAKBAHMS KaKTO NPy 0popMeHa YepHOIpoOHa HpO3a.
3. Ipx MHO3HHCTBOTO CIly4ay Ce yCTAHOBSIBA IPOXB/DKUTEIHA U CHCTEMHA YIIOTpeOa Ha
AJIKOXOJIHH

manutxu. Yecto e Hanmuue Xxponnuna uadexnus ¢ xenatut C Bupyc. B Hakoun cnydau uma
TIpeIIeCTBALIO JIEYeHHE C XKeNe3HH MPENapaTd W/ Ui KPbBOIPEIHBAHHUS. Ynorpebata Ha
ecTporeHy (BKJI. OPATHM KOHTPALENTHBH) ChIIO MOXe a Obae oTkimousal ¢paxrop. ITpn
HSKOM CIIy4ad HMa JaHHH 32 (aMIIHOCT, HO ¥ IIPH TSX CIIOMEHATHTE €K30TCHHH (GaKTOpH
yecTo UrpasT myckosa poiist. Hepsnxo Gonnute ca 3abenssany, 4e ypHHaTa UM € JEPBEHA.

4. ITuabeTsT u A3BeHara Gonect decto npuapyxasar PCT.

[1. ®du3nKaIHa HAXOAKA MPH MpPerJiesa U 1aHHH OT HHCTPYMEHTATHHUTE U 001H
nabopaTopHU U3CIICABAHHUS.

1. TTo OTKpUTHTE YaCTH Ha TSUIOTO CE YCTAHOBSABAT CIIOMEHATHTE BEYE KOXKHH NPOMEHH, KaTo
€IHOBPEMEHHO

ca HaJMIE Pa3M4HK TeXHH (Pasyl - IPECHH MEXYPH, €PO3HH, KPYCTH, XUIIEp- H
JEUIMEHTHPAHU IUKATPUKCH,

XHIEPIUTMEHTALMS H XUIIEPTPUX03a (3UTOMATHYHO U napaopoutainHo). Hepsnako ca nHanuie
KOMEIOHH U ¥ MHJIMYM-110J00HH KUCTH. [IpaBu BriedaTieHue KOHTPACTHT MEXY TBMHU
[[BST HA JIMIIETO U MIO-CBETIIATa KOXa Ha Topca.

2. TlouTH BHHATH € HAJMIIE Pa3IMYHO W3pa3eHa xenaromeranus. YepHonpoOHOTO yBpexKaaHe
6uBa B

pa3mmunu (asy - OT JIeKa CTeaTo3a, mpe3 CTaUATe Ha XPOHUYEH XENAaTUT, 10 HalpeHana
IHpOo3a.

I11.JIaGopaTopHu u3c/eABaHMA. XeMOrTOOMHBT H EPUTPOLUTUTE Ca C FTOPHOTPAHUYHH
croitrocTH. CepyMHOTO XKeNA30 4eCTo e JieKo nopuiero. HacummaneTo Ha TpaHcdepHHa € ¢
JIEKO WK YMEPEHO TOBULIEHH CTOMHOCTH (Hak 45%), HO He IOCTUTa CPEIIaHNTE IIPH
pauornarudsara xemoxpomarosa 90 - 100%. MepuTUHET B CEpyMa IIPH HAKOH OT OoaHUTE €
[IOBHLICH JBY- UM TPHKPaTHO.YepHOApOOHHTE CH3UMH B CEpyMa (ACAT, AJIATuITT) ca
pasHocTeneHHo yBeaudeHu. [Ipi nekoMIeHcHpana IUpo3a MOKa3aTeuTe 32
GenThKOCHHTE3HATa PYHKIMS Ha YePHHUS Ipo0 KIOHAT KbM HaMaJICHHE.

Brnpexu nosuienara I'T'T, nuncsar JaHHK 32 H3paseHa xoJecrasa. YpoOUIUHOTEHET B
ypHMHATa HePSIAKO € MOBUIEH. JIIICBAT ABJIEHHS HA OCTBP nopdupHyueH MPUCTBIIL.

Jlannu ot nopdupuHoBaTa 00MaAHa. Te Morar a ce Ioy4aT camo B ClICUHATH3UPAHO
3BEHO, KOETO

TIperoNara HACOUBAHETO Ha OONHMA KbM HETO NPH CHOTBETHO CHMHCHHE.

IIpesBapHUTEIHO Ce H3BBPIIBA HANEXKHO CKPUHUHIOBO M3C/ICABAHE HA €IHHATHA IIOPIHA
ypusa. [Ipu

nanuure Ha PCT pe3yararThT OT HETO BUHATH € MOJIOKUTEJNICH, a TIPH OTCHCTBHE -
OTpHIaTENeH, KOETO OTXBBPIIS

nuarnosata PCT, namupania ce B akTupHa ¢asa. [Ipu monoxuTe/Ha CKpUHUHIOBa npoba ce




NpPEMHMHABA KbM M3CJIEJIBAHETO HA NOpGHUPHHNUTE B 24-4acoBa YpHHA, U3C/IEABAHE HA
yponop$pHpHH B KpbBHA ILIa3Ma, NOPGHUPHH-OENTHYEH KOMILIEKC M HOPHHPHHH B
epurpouutHTe.lIpu u3cnensane Ha 24-4yacoBa ypuHa Ce YCTaHOBSABA CHIIHO IOKAYBaHE
(eceTKu MU CTOTHIM ITBTH ) Ha

yponoppupuHa IpH JIEKO A0 YMEPEHO MOBUIIIEHHE Ha KONPonophupuHa. 8-
AMMHOIIEBYIMHOBATA KUCEIMHA M NOPOOOMITHHOTEHBT B YPHHATA HE CE IIPOMEHST.
EpuTponmTHaTa aKTUBHOCT Ha €H3MMa ypornoppUpHHOTeH-AeKapOOKCHIa3a € HaMaJIeHa caMo
npu caydaiite ¢ hamuiaHa PCT u naTeHTHUTE i HOCUTENN U3MeEXAY poauuHKTe. JIumncea
KOpeJalys MeXy HapyLIEHHETO B HOpOHUPHUHOBATAa OOMSIHA U TEXKECTTa Ha YEPHOAPOGHOTO
yBpeXIaHe.

Mouxs, usbpotme kpumepuume 3a OuazHocmuyupane Ha 3a001s6anemo  (Oeuuuyus Ha
cayuai). Moas, exuoveme ungopyayus na OvALAPCKU €3UK 3A APUSHAYUME U CUMPNIMOMUME
Ha 3a60436aHeMO, eMUI0UIMA U namoeenesama. Hngopyayusma caredea oa ce no306asa
Ha npuemu U YIMEbPOeHU MeOUYWHCKY CIMAHOaPMU, HAYUOHATHY KOHCCHCYCU, HACOKU 3d
000pa NpaKMuKa U eKCNePmMHU  CIMAHOBIYA HA  HAYUOHAIHU KOHCYIMAHMU U HAVYHI
opyacecmea. B cayuaii, we maxuea ne ca naauunu ¢ Penybauxa Bvaeapus, npuioscenume
YVIICOCCMPAnHL CIMAnOapmiy, HAcoku U KOMCEHCYCU cledsa 0a Gwvoam npeeedenu Hd
OBAAPCRY €3UK U A0anMUPany  CbOOPAZHO  KOHKPEMHAMA CREYUPUKA U yeroeus id
Ovazapekama 30pasHa cucmemd.

B T.4. HayyHnm ny0JMKAINUH OT INOCTeJHATE MNeT TOQHHH H NPHJIOKEHA
oubaHorpadgceka cnpaBka

1. . AmxapoB. [JuarHOCTHYEH U TepaneBTHYEH AITOPUTHEM (KoHceHCyc).banrapcko
Hay4YHO  JpPYXXeCTBO I0  ractpoeHtepojiorus. [loppupun. bwarapcka
xenaroractpoerTeposorus. [.2010 — Ku. 2 ctp. 170-183

2. C. JNlparueBa, M. Ilunwxka-Hsarynos, A.MBanoBa, JI. MareBa. J[uarHOCTHYHH
pasmuuus Mexnay ¢amMuiHaTa M Clopaid4HaTa nNopupHs KyTaHesd Tapra.
bwarapcka xenaroractpoertepoiiorus. [.2014 — K#u. 2 ctp.

3. Ilpod. O-p dumuo Amxapos, nou. JI-p Anera UBanosa. Porphyria cutanea tarda.
Jlekapcka npaktuka, 6p.1/2015 r.

4. Singal AK. Porphyria cutanea tarda. Online review issued by NORD (USA). See
references dated 2010-2012.

5. Poh-Fitzpatrick MB. Porphyria cutanea tarda. Online review issued by Medscape
(Drugs, Disease and Procedures) (USA). Updated March 20,2015.

6. Liu LU, Phillips J and Bonkovski H. Porphyria cutanea tarda. Type II. Online
review issued by NCBI Bookshef (National Library of Medicine), NIH,USA.
Updated August 22,2013.

Moas, nookpeneme uHpopayuima sa kpumepuume 3a OUAZHOCMUYUPAHE Hd 3OOIAGAHEMO
¢ Eeponetickusn cwio3z ¢ OanHu om Hayunit MVOAURQuUY OM  ROCAeOHume hem 200UNIL.
Bubauoepagpcrama  unpopmayus ciedéa oa 6voe ogopvena ¢ cmua Bauxysvp. Moas.
APUAONCEINE MBIHOMEKCINOE GAPUAHM HU YUIMUPAHUME HAYYHU Y OJUKAYUN.

AJIFO[)HTMH 34 JHArHOCTHIIMPAHE HA 3200/11IBAHETO

HpI/I CBbMHCHHC 3a PCT, OOJIHHSAT Ce Haco4Ba KbM cCnenHaJIu3upaHo 3B€HO, KBJACTO C€ CJICBA
JUAarHoCTHYCH U TEPAINICBTHYCH AJITOPUTHM IIPH l'IOp(i)I/IpI/ISI KyTaHEA TapJa.




1. V3pbpIIBa ce CKPMHMHIOBO M3CNE/BaHE HA YPHHATA 3a OBHILEH ypONophUpyH B
ypuHara.

3. Tlpu monoxuTENHa CKPMHMHIOBA IP00a B CIICHATH3HPAHOTO 3BEHO CE NPEMHHABA
KbM H3CNeBaHE Ha OPQUPHHUTE B 24-4acoBa YpHHA, H3CJIEBAHE HAa ypONOPOUPHH
B KpPbBHA IUIa3Ma, NOpGUPUH-GENTHUEH KOMILIEKC U IOPHUPUHK B EPUTPOUHUTHTE.
O61uTe MOpGUPHUHEY B ypPHHATA Ca CHIIHO yBEIHUYCHH 33 CMETKA Ha yponopQupuHa.
[ToBHIIIEHHETO Ha KONMPOMOpGHUpPHHA € 3HAYUTENHO 10-c1ab0. CToMHOCTHTE Ha
061HTe MOpUPHHY BAPUPAT IIPH HOBOOTKPHTHTE Ciiydau OT 5 — 10- kpatau 1o 50-
KPAaTHH MOBUIICHUS. Y pOIOp)UPHHET € MHOIO CHJIHO ITOBHIIEH U B KPHBHATA IJIa3Ma.
DIIyOpECIEHTHOTO CKAHMPAHe Ha HATHBHA KPBBHA IJ1a3Ma yCTAaHOBsBA MHOTO 06pe
M3pa3eH eMUCHOHEH MUK Ha 618HM npu Bp30y)naHe Ha 398HM. AKTHBHOCTTA Ha
Vpo/I B epUTPOLIUTHTE € MIOHKKEHA CaMO TIpH dbamunuara PCT 1 HopManHa Opu
cropaauynara. O6uMTe NIOPOUPHAM B H3NPKHEHUATA Ca ¢ HOPMATHU HUIH JIEKO
noBu1eny (2-3 meTH) croitHOCTH. [lopdHpHHHTE B EPUTPOLIUTHTE HE Ca YBEIUYCHH.
JlenTa-aMHHONEBYIMHOBATa KUCEIMHA H TOPGOOHIHHOICHBT B ypHHATA CBHLIO €4
nopmanau. Kasectenara npo6ata Ha Hoesch 3a yBenm4eH nop@oOuInHOreH B
ypHHATa € OTpHIATEIHA. BHOXUMHYHHKTE MOKa3aTeny MpH TAX CBINO ca CTPOro
cenuduyny 1 ce pasnuyasar ot Te3u npu PCT.

4. Wscnensa ce €PUTPOLMTHATA AaKTHBHOCT Ha €H3MMAa  yponmopGUpHHOreH-
nexapGoxcumaza (Ypoll) 3a [okasBaHe Ha EH3MMHHAT [eheKT, XapaKTepeH 3a
damunnara PCT.

5. HpOBe)KI[aT ce HacoyeHH OMOXHWMHYHHU H MOJICKYJIAPHO OUOJOTHYHU H3CJICIBAHUA
IpH pOACTBEHUIHTC HA OoJHUS 32 YCTaHOBABAHE Ha JIATCHTHO HOCHTCIICTBO

Mous, nocoyeme ai2opummit 3a Oudenocnuupane nd sadoaseanemo. Moas, eraioveme
ungpopmayua na Ovaapceki €3UK  3d anAMHe3Iamd U ougpepenyuainama  Ouano3da Ha
saboassanemo, nabopa om  AaBOpamopHy,  O0pUIHU U XUCMOTOZUYHU  U3CACOBANYA,
HEOBXOOUMOCHT O 2eHEMUYHU W3CACOBUHUA U MEOUKO-2CHEMUYHO KOHCYAMupane, opyeu
wscaedsanus. Hugopmayuama ciedsa 0a ce no30646u Hg NPUEMU U YMEBPOCHU MEOUYUNCKIL
CIManOapmy, HAUONAII KONCEHCYCH, HUCOKY 3a 000pa NPAKMURA U €KCnepmuu Canosuyd
HA HAYUOHATHY KOHCYIMANMU U HUYYHU OPYIICecmBa. B cayuail, ye makued ne ca Hautnu 6
Penybaura Bviazapus, APUiosienume 4ysrOecmpantil CIRUHOUPMY, HACOKU U KOHCEHCYCH
ciedea Ou Bvoam npecedentt Ha GoidpcKil ¢3UK U dOURMUPAHY CvOOPA3HO KOHKDEMHUmMA
creyuuxa u ycaosus Ha bvreapekama 30pasna cuemema.

B T.4. HayuHH mny0JMKanME OT MOCJIEAHHTe MET TOJMHH H NPHIOKCHA
oubauorpadcka cnpaBka

1. JI. AmxapoB. J[HarHOCTHYEH U TEPATIEBTHYEH AJITOPHTHM (koHceHcyc).banrapcko
HAy4yHO  JPYXECTBO [0  TacTPOEHTEPOJIOTHS. Mopdupun.  brarapcka
xenaroracrpoenteposorus. I.2010 — Ku. 2 ctp. 170-183

2. C. Jparmesa, M. Iumka-Hsryinos, A.VBanoBa, JI. MareBa. J[MarHOCTHYHH
pasmuuust MeXAy (amuiHara ¥ CHopajrndHaTa nopdupus KyTaHes Tapia.
Brirapcka xenaroracrpoerTeponorus. [.2014 — K#. 2 cr1p.
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3. Tpood. d-p dumuo Amxapos, mou. J-p Aunera Manosa. Porphyria cutanea tarda.
Jlexapcka npakrtuka, 6p.1/2015 r.

4. Singal AK. Porphyria cutanea tarda. Online review issued by NORD (USA). See
references dated 2010-2012.

5. Poh-Fitzpatrick MB. Porphyria cutanea tarda. Online review issued by Medscape
(Drugs, Disease and Procedures) (USA). Updated March 20,2015.

6. Liu LU, Phillips J and Bonkovski H. Porphyria cutanea tarda. Type II. Online
review issued by NCBI Bookshef (National Library of Medicine), NIH,USA.
Updated August 22,2013.

Moas,  nodkpeneme  ungpopymayusmd — 3a  WIROPUMMUME 3 OUACHOCHUYUpANe  HU
suboaseanemo ¢ leponetickis cvlo3 ¢ 0anHy OM HAYYHU NYOIURAUY Om NOCIeOnume nem
coouny. bubauoepagcrama ungopmayus caedsa Oa 6voe ogopmena 6 cmui Bankyswp.
Moas, npuaoxceme NAHOMEKCIOE 6UAPUAHIN KA YHMUPAHUME HAYYHU BYOLUKQUUU,

AJITOPUTMH 32 JieueHHe Ha 3200JI9BaAHETO

A. Macusnu kpnponyckanus. Braronpustaust uM ebekt u npu asere ¢opmu Ha PCT ce
CBBP3Ba ¢ HaMallsBaHe Ha xemarocuieposarta. HeliHOTO oTcTpaHsBaHe BOAM 10 (aKkTHYeCKa
KOpEKIMsS Ha eH3uMHHs AedeKT, T.e. J0 BB3CTAHOBABaHE MbPBOHAYEIHATA AKTHBHOCT HA
VpoJl. KpeBonyckanusara ce W3BHpIIBAT IO CleJHATa cxema: mo enaHo kpbpomyckane ot
500ml ceqMUYHO B 4 TIOPEJIHH CEIMHUIIM, IIOCIEBaHY OT 10 enHo kpbBomyckane oT 500ml na
Beekn 4 ceqmuny. KppBolyckaHusTa ce MPEyCTaHOBABAT IIPH CIIafaHe Ha ypornopupHHa B
miasMara mox 10 nmol /L wnm Ha nopdupuuute B ypuHarta nmog 200 nmol/24h. O6ukHOBEHO
caMO IBPBOTO KPBBOIYCKaHE C€ U3BBPIIBA B KIHHUKATA IO TaCTPOSHTEPOJIOTHs, KBJIETO CE
M3BBPIIBAT U JIOMBIHATEIHN HHCTPYMEHTAIHH U3CJICABaHUs Ha YepHus Jpo6. Ciensamure
KPBBOIYCKAHUsL C€ U3BBPIIBAT aMOyIaTOPHO.
[lono6penuero B 06MAHATA HA HOPQUPHHATE Ce CHIIBTCTBA OT M3Pa3eHO MoA0OpeHHe
Ha JIepMAaTOJOTHYHHS CUHAPOM, JOCTHramo 1o npaktudecko o3apasssaHe. 3HAUUTEIHO CE
no06psBaT ¥ 4epHOAPOOHHTE NabopaTopHy nokasaTenu.

Pemucus ce mocrura mpd Bcuuku Gonnu nekysanu ¢ kppBonyckanus. Konugectsoto
nychata kpss 0GMKHOBEHO Bapupa Mexay 2 u 6 L npu pasnuanute GonHM (CpeaHO 3,5 -
4L, T.e. 7-8 xppBomyckanus, UMeTO M3BBPIIBAHE OTHEMA OKOJIO 32 _ 4 wmecema). IIpu
Haxou OOJHH ce Hamaratr IoBede KpbBomyckaHHs. KpBBOIyCKaHHATA C€ W3BBPIUBAT IPH
MUHHAMAJIHA CTOMHOCT Ha CHCTOJMYHOTO aprepHanHo Haisrade ot 14,6 kPa (= 110 mm
xuBadeH crThaI0). Te He ce mpwnaraT NpH TeXKa ChpJeYHa HIH JUXarTesHa
HEIOCTATHYHOCT, HecTabWiIHa cTeHokapmus, jekoMmeHcupan juaber, GbOpeuna
HENOCTATHYHOCT M JAPYTH 3acTpallaBallld JKUBOTA CHCTOSHHA. ['pUmBT M JpYrd
MHTepDKYPCHTHH  3a0O0NSBaHMsS  NPEACTABIsABAT  BPEMEHHM  NPOTHBONOKA3aHWS.
KpsBomyckanust B mo-uuck#  nosu (200-300 ml) ce u3pbpmIBaT U IpH nopupuuu c
XeTepo3UroTHa f3-ranaceMus 063 pUCK OT BIOLIaBaHE Ha IIOCIEIHATA.

B. Huckn mosu xsopokeuu. Mexnay xmopokBMHA M OTJIOKEHHTE B HYEPHHS APOO
nopdupuHy ce o6pasyBaT BOAHO pa3TBOpuMH kommuieken, kouTO /IeCHO IMpEeMHHABaT OT
XEIIATOLMTUTE B IIa3MaTa ¥ YCHIEHO ce OTHENAT ¢ ypuHata. Taka uepHuaT Apob ce
oTOpeMeHsBa OT MOPGUPHHMTE M Ce TOCTHra pemucus. JIeUeHHETO ce NpOBEKAA
3aBKMTENHO C MHOTO HHCKHM J03H - _camo 2 IHM B ceqmuuara 1o 0.250 g opanHo npu
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ennokpared gHeBeH npueM. [lo-roneMuTe 103M MOTraT jJa AOBEIAT N0 Pa3BHTHE Ha OCTpa
HeHTponoOynapHa xemaToHekposa ¢ ¢araneH 3aBbpIIEK NpU uskon 6onmum ¢ PCT.
[lpuupna 3a TOBa € MAacHpPaHOTO H3/bYBAaHE HA CIIOMEHATUTE BOJHOPA3TBOPHMH
KOMILTEKCH, KOSTO MOXeE JIa yBPEIU XenaTouuTHAaTa T1a3MeHa MeMOpaHa.

Hau-uecto ce npuiara xuopokeummmdocdar (npemapatu Resochin u Delagil).
Jleuenuero ce mpopexaa ambynaropHo. IIpu HOBOOTKpHTH Ciiydyau TO OTHEMA IO-IBJII0
BpeMe OT JieueHueTo ¢ kppBomyckanus (Mexay 5 u 15 Mecena). [Ipr MHO3MHCTBOTO C€
nosy4asa kruHuuHa u GnoxumudHa pemucus. Heronsama yact oT GONHHTE HE OTrOBAPAT
Ha XJOpokBHHOBOTO seueHHe. EQEKTHT Ha XJIOpOKBUHA BBPXY XENaTOCHAEpO3aTa ¢ mo-
c1ab B CpaBHEHHUE C KPBBOIIYCKaHHSTA.

Tpu HoBootkputy ciydan ¢ PCT npeanovuTaHoTo jeueHue € ToBa ¢ KphBOIYCKaHH,
Opamd NONYYaBAHETO HAa MO-OBP3 TeparmeBTHYEH OTroBop ¢ Hero. Ilpu mo-Texko
jacermata nopdumpuHOBa OOMsHa (a3MeH  ypomopoupun > 100 nmol/l)
KPHBONYCKAHMATA Ce KOMOMHHpAaT C HHCKH J03M Xi0poksuH, Kkoeto yckopsiBa
MIOCTHraHeTo Ha pemucus. Bewuku GOMHHM ca HETPYAOCTIOCOOHHM Npe3 MBPBUs MECEl OT
neuenweTo. BpemenHata HeTpyzocmocobHoct mpu  dusuueckuTe pabOTHHIM M
paboTeIUTe HA OTKPHTO MPOIBIKaBa 10 IOCTHIaHE Ha JEPMATOJIOTHYHA PEMHCHSL.

Mo, nocovente qicopummit 3 rewenue Ha saboaseanemo. Mous, sxioueme unpopMayua ia Geieapexy esux
30 mepaneamuunume nooxoou KoM 3AGOAABANEMO, & MOBA YUCIO KOUCEPGAMUBHY U ONEPAMUGHY, MeXiume
APEOUMCIGA, PUCKOGE U OHGKBANA eQHexnusHOC, so0eufu creyuacmu npu APOBEJCAANE HA AeYenuemo u
HEOBXOIUMOCTIMA Ol KOHCYIMAull ¢ OPYZYU CREYUAAUCHTY, APENOpBUUIMEACH OUCITUNEH DEXCUA U Puzuuecka
axmuenocnt u Op. Hnopyayusma credea 0a ce NO306A6A HA NpUEIY U ymebpoeHu MEOUYUHCKY CMandapmu,
HOYUOHAANU KOHCEHCYCH, HACOKU 3G 000PA NPAIMUKA 1 KCNEPMHY CMAHOBMIYA HA HAYUOHUAHH ROHCYUNAHIN U
Hayuny  Opvycecmsa. B cavdai, we makuea me ca Hamudini 6 Penybaura bBorzapua, npuroscenume
wyHCOLCHPANNT CRIGHOAPIIL, HACOKU U KONCEHCYCU ¢aedsd od bvoam npegedeny Ha OvACAPCKU €3UK U
aOanmUpant CLOBPAINO KORKPEMHAMA CHEYNPUKA 1 YCROBUA HA BbACAPCKAMa 30pasHa cucmemd.

B T1.4. Hay4yHH mNyOJIMKAUMH OT HOCJIEJHWTE IeT TFOAMHH M NPHIIOKEHA
ouéamorpadgcka crpaBkKa

1. M. AmxapoB. /IMarHOCTUYEH U TEPaANCBTHYCH AITOPHUTHM (xoHcencyc).banrapcko
HAy4yHO  JPYXKECTBO IO  FacTPOCHTEPOJIOTHSL. Hopdupun.  beiarapcka
xenaroracrpoenteponorus. [.2010 — Kn. 2 crp. 170-183

2. Tlpod. d-p Jumuo Amxapos, nou. JI-p AHeta HMpanosa. Porphyria cutanea tarda.
Jlexapcka npakTuKa, 6p.1/2015 .

Moas, nOOKpeneme uHGOPMAYUAMA 3d dACOpUmMume 3a Jeuenue Ha saborseanemo ¢ Esponeiickus coloz ¢
dari oM HAYYHIE NYBAUKAYHY OM NOCTeONUME Nenl 200UHU. bubnuozpagexama ungpopmayus ciedea 0a bvoe
opopyena ¢ cmuwr Banxysvp. Moas, npuiooiceme  WeAHOMEKCHIOE  GAPUUNIM. A YumMUpaiiine HayuHy
nyeTUKa U,

AJIrOPHTMH 32 poc/iesiBaHe Ha 32060/19BAHETO

[ToBenenue IIpH MOCTUTaHE Ha peMucus.

JlaneynuTe pe3yNraTd OT JEYCHUETO HA PCT 3aBucsST 0T TOBa JaJId NpoAbIDKaBa

BB3MIEHCTBUETO HAa (PAKTOPHTE,
OTKITIOYBALLH Pa3BHTHETO Ha KIMHHIHUTE ABJICHAS (ANKOXOJ, HOCHTEJICTBO HA XCIIATHT C
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BUpPYyCHA HHGEKLIHA,

amuHOCT). MHOTO OT JIMNATA, IPH KOKUTO € NONyYeHa PEMUCHS, 0Ty 4aBaT peiuns CIel

pa3muuHu cpokose. ITopanu ToBa, Cle/l IOCTHTHATA PEMHUCHS:

- BOJHWTE Ce MPUBUKBAT BEIHBXK FOJMUIHO HA KOHTPOJIHO U3CJIEABAHE B
CHEMMATM3HPAHOTO 3BeHO. [IpoBepsBa ce HUBOTO Ha ypoIopHPHHA B TIa3MaTa. Ipu
3amoyBalll peLMIUB TO CE OKauBa Ipe/iH [a ce SIBIT JePMATOIOTHIHATE HIMCHEHHS |
IIpE/IN Ja Ce BIOIIAT YepPHOAPOOHNTE JaOOPaTOPHH MOKA3aTe/H.

- Tlpu Te3u paHHU CyOKIMHUYHH (HIH "GHOXMMMYHHU") peLIUIUBY CE€ pHIara
HEKOJIKOMECEYHO aMbyJIATOPHO JIeYeH e C HECKH J03H XJIOPOKBHH, CJIeJ| KOETO OOMHHAT
OTHOBO HaBJIHM3a B OMoxuMuyHa pemucus. CaMo IpH JMIa, KOUTO HE OTrOBapsAT Ha
XJIOPOKBUHOBOTO JIEYEHHE CE MPHIIAraT KPhBOIYCKaHHA. EXEroHOTO KOHTPOITHO
H3ceaBane € BaxkeH (GaxTop 3a NpefoTBpaTsABaHe Ha KIMHUYHATE PEIUAMBY U I10-
HATATHIIHOTO Pa3BUTHE HAa YePHOAPOOHOTO YBPEXKIAHE.

- TIpu nopdupwurmre ¢ xenatut C, KOUTO ca MOJXO/IAIIA 32 uHTEP(HEPOHOBO JIEYEHHE, €
JKeJIaTEHO

IpeBApUTENHO 1a ce nocTurHe pemucns Ha PCT upes kpbBOIyCKaHu, T.¢. 1a C€ OTCTpaHH

xenarocuaeposara. — [Ipu nunara ¢ opopmeHa Hupo3a € HEeOoOXO0IMM PelIoBEH eXorpadcKu

KOHTpOII C OTJIE] CBOEBPEMEHHOTO YCTAaHOBABAHE Ha

IIbpBUYEH YEPHOAPOOEH pakK.

- Wuadopmanus 3a 60IHUSL.

Ha 6oJtHpTe ce cHhoOIIaBa, Ye CTPAIaT OT CPABHHTETHO PAIKO BEIECTBOOOMEHHO

3abomsBaHe, KOeTo obade

TIOJITeXH Ha ycrenmHo nedenue. Habnsara ce Ha He0OX0MMOCTTa OT CIIHPaHe ynorpebara Ha

AJIKOXOJIHU HAIMTKH.

V3rhkBa Ce BaXKHATAa pOJIA HA TOAMIIHOTO KOHTPOJHO M3CNCABAHE 33 NpPENOTBPATABAHE HA

KIMHWYHHUTE pCIUANBH

Mons, nocoueme aazopumMu 30 NPOCIEOABAHE HA 3ADOIAGAHEINC. Monsa, groueme uHpopMayus Ha 6vaeapcru
e3UK 30 NPOZHO3AMA 1A 3aDOIAGANEN 0O, HEODXOOUMOCTINA OMm ROCIeO8aL BOANUNHU 1 UIBLHOOIHUYH SPUINICY,
godewyu CHEYUAIUCIAN RPU HPOCIEIAGANEINO U HEODXOOUMOCHMA O KOHCYImayui ¢ Opyeu CHeyuaIuCny,
GLIMONCHU VCTOJICHEHUA, HeCIOmMQ U MeXcecm Hd YCAONCHeHUAma i op. Hugopsayuama caedsa oa ce
NO308A6A 1A NPUCMY U VIRGLPOCHU MEOUYWHCKY CcMandapmy, HAYUOHATH KOHCEHCYCH, HACOKY 34 Qobpa
APAKIMUKA 1§ eKCREPMHY CIMAHOGUUYY 1Hd HAYUOHATHU KOHCYAMAHITL 1t HAViH1L opyacecmeaa. B ciyuat, ve makusa
we ca namuuny 6 Penytruxa Bvacapus. npuiodCeHume WyicOecmpaniu cinanoapni, HAcokl i KOHCEHCYCU
caedea da Brdam Apesedeny na HGvazapcky UK 1 adanmupani CHLOBPA3ZHO KOHKPEMHUMA CREyupuKa 1 yC1061a
HO BBAZAPCKAMA 30PAGHU CUCTIeMd.

B T.4. HayYnM WMyOJMKALMH OT TOCJIEJHHTe NeT FOAMHM W TpPAJIOKEHA
oubanorpadgcka cnpaBka

1. JI. AmkapoB. [IHarHOCTUYEH U TEPANEBTHYCH alrOPHTHM (xoHceHcyc).banrapcko
HAYyYyHO  JPYKECTBO MO  TacTPOCHTEPONOTH. ITopdupuu.  bwirapcka
xenaroracrpoenTeposorus. I.2010 — K. 2 cTp. 170-183

2. Singal AK. Porphyria cutanea tarda. Online review issued by NORD (USA). See
references dated 2010-2012.

3. Poh-Fitzpatrick MB. Porphyria cutanea tarda. Online review issued by Medscape
(Drugs, Disease and Procedures) (USA). Updated March 20,2015.

4. Liu LU, Phillips J and Bonkovski H. Porphyria cutanea tarda. Type IL Online
review issued by NCBI Bookshef (National Library of Medicine), NIH,USA.
Updated August 22,2013.

Moas, IZOOI\'[JE?}’I(’I?'I@ u/-/(/)op.wammma 3a ajeopummMime 3d Hp()(l’lt?()ﬂb’(lﬂ@ Ha 3a60aR8aHENO 8 EG[)O)’IE?I:ICI\'M Coio3
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C OaHHU OM HAVYHIL RVOAUKAYUU O ROCTEOHUINE Nem 200UHU. bubruozpapckama unghopmayus credéd oa tvoe
oopmena 6 cmun  Bankyewp. Moan, npuioxcenie  MuIHOMEKCMOG 6APUAHNL HA  YUINUPUHUNE  HAVIHU
nydaukanuu.

AJIFOpHTMl/l 3a pexaﬁuﬂnTaunﬂ Ha 3200JIBAHETO

Hsma paspaboTenu crieuudU4HM alropuTMu 3a pexabonoTauus Ha OOJHH C PCT. lloBenenuero 3aBUCH OT
TEXeCTTa Ha XPOHUYHOTO YepHOAPOOHO 3abonsBane, B TOBA YHCIIO K TPYAOYCTPOSBAHE CHINACHO AbPXKABHUTE
perjaMeHTH.

Moas, nocoueme ancopuniati 3a 1)(’.\’(16“.’71!])1[11[1,{}{ wa zavoasgsaremo. Moas, skiouemne llll(/)()[).ll(llﬂlﬂ Ha
6?),7(.7(1[,7(31('11 @3UK 3d HEeOOXoQUMOCHING U ﬂ()i?l[)c?6/-l(,)(?ﬂlbl?l?€ OIN CREHYUATUIUPAHT pexa(’?zmum(/uzm. 6 Moasd YuCio
r/)u:m/\'aﬂna, MEpRY  3d COynaIHa uHmepayus,  CReYuaIHy ()5[)(1.3’(_)({(1)77&'7/-1[/ /-l_]’l)l(,’()u, np()(/)ecuona.wm
opueHmupate u HpL’K(ﬁ’(L?M(i)ZlKCH/Hﬂ, RCHXOAOZUYECKA ROMOUY. [l/»/d)(.)p,waz;uﬂma creodsa 0a ce No306U6d HA
npuemu U ]f'l?lé?’h[)()(;’lvlll M’(.’(_)HL{UHCI\'H CManoapmu, HAYuoHanHy KoHCEHCYCl, HACOKY 3d ()()6])6! npakmuka u
eKCnepmuy CIAanosuiyd Ha HAYUOHAAHU KOHCVIAMARMU U HAYVYHU (3}7)'9/('8(3)776‘(1. B C',v"l_)"’l(ll}, Ye MAKHEA HE cd
HUTUYHY 8 PGII_V(E"'IHK(I E’b,"lf,‘(lp?l}{, APUICHCEHUME ’~I_\&)k’,‘()€('ln[,7aHHM cmam)apmu. HUCOKU 1 KOHCEHCYCU creosa oa
ovoam )1]7(’6’6’()(’H11 Hd 57),7&,’(1[76’]\’11 C3UK U (l()(/l’mlll,DdHH ("b()(;p(lffH() KOHKpemHama CI’I(;’I{U(])I(K(I u yciosus Ha
6?),’11’?(1[7(,’}{(1/71(1 f}/)p(l(fH(I cucneMd.

B T.4. HaydyHH ny0JMMKAaUMH OT IMOCJHEJHHTE MET TFOAHHH M TNPHI0KEHA
omnbuorpadgcka cnpaBka

Moas, nookpeneme uUHQPOPMAYUAMA 30 AI2OPUINMUME 34 pexaburumaus Ha saboassanemo 6 Esponetickis
COIO3 ¢ OAHHIL O HAYLHY NYBIURAYUY 0 nOCAeONUMe nem 200unn. Bubdauozpagckama undopmanus creded oa
fvoe oopsena ¢ cmur Bankvevp. Moas, npuioyceme nuanomMekcmos GApuanm G yumupaHume Hayun
HyGaR Ayl

Heobxoqumu fgeifiHOCTH 33 NpoduiakTHka Ha 3abosisBaHero (ako TaKMBa ca
NPUJIOKHMH)

[TpoduxanakTuyHaTa JEHHOCT Ha CIICIHATH3HPAHUS IIEHTHP MPH 6omuu ¢ PCT ce u3passsa B
HHUNMATUBYU, LEJISAUIH
1. OTKpHBAHETO HA NATEHTHH HOCHTEIM H3MEXIy POAHHHUTE HA OONHMSA, KOHUTO CHLIO
ca 3acTpalleHH OT KJIMHUYHO Pa3BHTHE Ha 3a00J11BaHETO
2. TlpenorBparsiBaHe Ha PENMAMBUTE Cile]( YCIHEIIHO MOCTUTaHE Ha PEMHCHL.

Hue cuabagBamMe BCHUYKH HAld OOJNHU M JJATCHTHH HOCHTENIH C KHIJKKA, B KOATO Ha
IONyNApeH €3WK IpPEeICTaBiME MOAPOOHM NaHHHM 3a CHOTBETHOTO 3a0oJiIBaHe H
XUTHEHHO-IUETHYHHS PEXUM, KOHTO TpsOBa Na Obe crnaspaH.. KHIDKKaTa ChABPXKA U
moJpoOeH pasfen 3a JeKapuTe, B KOUTO CME OIHCAIH CHMIITOMATUKATA H JICICHHECTO
na PCT.

OCBeH TOBa Ype3 PAHHOTO JICYECHHE HA PENUIUBHTE CE OrPaHKMIaBa POrpecHsIra B
YBPEXIAHETO Ha YepHHUA 1pol. HenexkyBaHaTa H HEPEAOBHO JIEKyBaHATA PCT uecro
3aBBPIIBA C YEPHOAPOOHA IIMPO3a, & IIOHAKOra ¥ ¢ IIbPBUEH pak Ha YepHHA npo0.

CrioMeHaTara I1o-rope eIMHCTBEeHa B CTpaHara 1abopaTopys 3a U3CIE/BaHe Ha GonHuTe
¢ moppupum QyHKHoHHpa oT 1994r. B VB ,.CB. UBan Puncku”. Jlaboparopusra,
BKIOYBAHA Tpeau 1994r. B ApYyrH 37paBHU CTPYKTYPH, U3MBIHSBA Ta3sd POJLA IOBEYC OT
nooB¥H BeK. [TbpBUAT MHINBHAYaTeH KapTOH Ha AHATHOCTHIMPAH, JCKyBaH H CHCTEMHO
npocnenssan Goner e ot 1963r.). Ilo HacTosmeM JlaGopatopusita paboTH B TACHO
cpTpymuuuectBo ¢ KimHMKara MO TacTpOEHTEPOJIOrHs B Chlliara oonmuuna. Ha
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(GYHKIMOHONIEH IPUHUMI € H3rpafeH e(QeKTHBHO NEeHCTBAL EKCIEPTEH LEHTHD 3a
JIMAarHOCTHKA, JICYCHHE U JIBIATOTPadHO IpocieisBaHe Ha OOJHUTE ¢ HOPQUMPHH, KOHTO

MHOTO OTJaBHa IIOKpUBA H3UCKBAHHUSATA 3a €KCIIEPTHH LEHTPOBE, 3asioeH B HapenGa Nel6
Ha M3 ot 30.07.2014r.

Moas, nocoweme OeiHocmu 3 APOMHUAGKIMUKG HU 3AB0IA6UHEN0, aKO niaxuéd cd npuioxcuvy. Mo,
BRIOUEING UHDOPMAYUS HA OBAAPCKYU €3UR 3G HEOOXOOUMANIA HbPEUYHAE, SMOPUYHA U INPEMUYHA NPEGEHIUs,
PUCKOBU harmopu, 6 noGd HUCIO U (DAKMOPU HA OROIHAMA cpeda. ckpunune u Op. Undopyayusma credsa da
Ce NOIOBABW HU APUEMU U YINGBPOCHI MeOUYUHCKY CIIAHOGPMY, HOWUOHIIHU KOHCEHCVCN, HACOKY 34 G00pa
APQKMUKA U eKCREPINIY CIAHOBUUA HA HAOWHOHAIHY KOHCYIRARIMT 1 HUYY R Opyocecmsa. B cavuai, ve maxusa
ne ca naruuny ¢ Penvbmura bvacapus, npuiONCeHume yscOecmpanny CIMAHOGPITY, HACOKY U KOHCEHCVCH
credea oa oam npeceden Ha DBASAPCKY e3UK U AQGNMUPANI CLODPAZHO KOHKDEMHANA CNeYUPUKA U YEI081S
HA OBICAPCKaMa 30pAGHA cucmemd.

B T.4. Hayysn nDyOJHKAIHM OT MOCAeJHHTE NeT TOAMHH H HPHJIOKEHA
oubsmorpadceka cnpaska

1. C. HparueBa, M. Ilumka-Hsarynos, A.HWBanoBa, JI. Maresa. J[narHocTuusu
paznuuus Mexny ¢(amHMiaHaTa M cHOpaguyHaTa MnopGupHs KyTaHes Tapia.
Bbrarapcka xenaroractpoenreponorus. 1.2014 — Ku. 2 c1p.

2. Singal AK. Porphyria cutanea tarda. Online review issued by NORD (USA). See
references dated 2010-2012.

3. Poh-Fitzpatrick MB. Porphyria cutanea tarda. Online review issued by Medscape
(Drugs, Disease and Procedures) (USA). Updated March 20,2015.

4. Liu LU, Phillips J and Bonkovski H. Porphyria cutanea tarda. Type II. Online
review issued by NCBI Bookshef (National Library of Medicine), NIH,USA.
Updated August 22,2013.

Mons, nodkpeneme  undropsayusima 3a HeoOxXoOuMUING MEPKU 3G APODUAGKIMUKA  Ha  3000186aHEMO 6
Eeponeitckun Colo3 ¢ OuHRM 0N HAVYHY RYOIurayuy om nocrednume nem coounu. bubruospadcxama
unibopatayun ciedsa da Gvoe ogopyenda ¢ cmua Bankysvp., Mosis, npuaoxcente WeAHORIEKCMOE 6APUAHNT HA
YUMUPAHIING HAVYHU 1Y GAUKQI1U.

IlpensioxkeHnsl 3a OPraHHU3ALMA HA MEIMIHMHCKOTO 00C/Hy)XBaHe HA MAHEHTUTE H 3a
¢uHaHCHpaHe HAa CHOTBETHHTE AeHHOCTH, CbOOpaseHH ¢ [eficTBamiaTa B CTpaHaTa
HOpMAaTHBHA ypenda

fMpe3s nocneaHuTe fBE AECETUAETUA YycTaHoBaBame oOOWO HamaneHue Ha 60nHuTe,
HACOYBAHW 3a E€BEHTYyaNHO AuarHoCTUUMpaHe u neveHne Ha PCT KbM eKCNepTHOTO 3BEHO Mo
nopdupum y Hac. MNpu TOBa HamanABaT NauMEHTUTE, KOUTO NO-paHO Baxa wv3npawaxu oT
[lepMaTono3nTe, a He Te3n HacouBaHU OT racTpoeHTeponosu. e 6bae norpewHo, ako Tasm
TEHAEHUMA Ce OLEHM KaTo NONONKUTENHA. JIUNCBaT 06EKTMBHUTE MEAMLMHCKM OCHOBAHWA A3 Cce
OuaKBa HamanfBaHe B AeicTBMTENHaTa 4yecToTa Ha PCT, Tbi KaTo He ce HabnloAaBa HUKAKBO
CHUKEHME B Pa3NpPOCTPAaHEHWETO Ha OCHOBHMTE nyckosu ¢aktopu Ha PCT — ankoxonHata
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KOHCYMaLMA U XpOHUUHMA xenatuT C. Tasu TEHAEHUWA O3HaYaBa 3aKbCHeNW (MM AMNCBAWN)
ANArHOCTUKA M nedeHne. EaHa OT Bb3MOXHUTE NPUYMHM 33 TOBA € /IMNCAaTa Ha HAUWOHANHK
cKpuHUrosn nporpamun. He Tpabsa ga ce 3abpass, Ye HeAMarHOCTUUMPAHaTa (M CbOTBETHO
HenekyeaHa) PCT yecTo 3aBbpluBa C UMpO3a, @ HEPAAKO U C MbPBUYEH PaK Ha YepHusa Apob.

Moas, onmweme npedsoNcenui 30 OpeAHU3QUUA HA MEQUYUHCKOMO 0GCiyoeane na nayuewmume u 3a
dunancupane na coomeemuume deRnoCmy, Crodpasent ¢ OeliCMEayama 6 CMpanama HopManusia ypeaoa,
GRUONUMETNHO 0OOCHOBUNU MPEOIONCentn 3a Qomvanenus u uzmenenus. [peosoxcenuama mpaosa oa yein
nodOBPAGaNe G OoCBAA 00 KAYeCMBEeN, A0eKEAMKU U HABPEMEHIU MCOUYUHCKI U 30PABHIU 2PUNCU, KUKINO U
ONMUMUSUPANE HA USAOAIBAHUME PECYPCH 6 30pUGHAMa CUCHIEM, 8 MOBA HUCAO MAMEPUATHU U YOBCUIRW.
Anpopmayuama caeosa 0a ce NO308AEA HA APUCAIL U YINGDPOCH MCOUYUHCKU CINUHOAPNIY, HAYUONATHY
KOHCCHCYCH, HACORU 3a QOOPA MPUKMUKA 1 eKCREPMAHU CINAHOBUIYA HQ HAYUOHUAHU KOHCYAMUHMU U HAYUHI
opyowcecmea. B cayuail, we maxuea ne ca natuuny ¢ Penybauka bvazapud, npunoxcesume yyacOecmpanny
CIAHOAPMU, HACOKN U KOHCEHTYCU C1e06a 0d Gu0am npesedentt Ha Gva2aperu esuk u a0anmupani coo0pasio
KOHKDEMHAMA CHeYUqpUKa 1t YCT06UA HA OBbICAPCKAMA 30PASHA CHCMeMa.

OnucaHne HA ONMTA ¢ KOHKPETHH MALMEHTH ChC CHOTBETHOTO PsAKO 3abonsBane (ako
HMAa TAKbB)

Ot 1963 ro. mpx HAc ca JUATHOCTHLHMPAHH, JIEKyBaHH H JBITOCPOYHO HabiofaBaHu 243 c
PCT. ITpu BcuuKH Te3u GONHY € 0TOENI3aH0 KIMHAYHO 1 GHOXUMUYHO NOX0OpeHre Ha X012
Ha 3a00J15IBaHETO.

Ha Bcexn HoBooTkpur OoneH ¢ PCT ce odopms IOKyMmMeHTalus, KOSTO CE ChXpaHsBa Ha
XapTHEH U eJeKTPOHEH HOcUTell. B Hes ce 3anmucBaT JaHHUTE OT aHAMHE3aTa, CICIUaTHUA
nopHpHYEH CTATyc, OOLIMS CTATYC, EBEHTYATHO HATHYHE Ha PUAPYXKaBALlK 3a00IABAHHS 1
pesynTaTaTe OT OOWMTE NabOpATOPHH M3CNEABAHMA, KOUTO HMAT OTHOLICHHE KBM
NIPEJICTOAMOTO JiedeHne. Ha OTHenHo MSCTO ce OTpa3sBaT HA4aIHATE pE3ynTaTH OT
nopdupuHOBaTa 0OMSHA, KOUTO OHBAT IIPOCIEASBAHH B X0/Ia HA JICYCHHETO U JUBJITOTPAHOTO
HaboIeHHe. BCHUKY HACTBIIMIA IPOMEHH HAMUPAT MSCTO B JIoKyMeHTanusTa. [fonpobHoTto
JOKyMEHTHpaHe 6J1aronpHsTCTBa TOYHATa OlEHKa Ha X0/1a Ha 3a00NIIBaHETO.

KnunuueH cinyyait:

Bonmuusat C. U. e ¢ nokasana nopdupus kyrasea tapaa ot 2013 r. u xponuuer C xenartur
ot 2002 r. OniaKBaHUATA 3aII0YBAT C MOSIBaTa HA TEXKH KOXXHH JIC3UM 110 OTKPUTHTE YaCcTH
Ha TAJIOTO — MEXYPH C TEYHO CHABPXHMO, KPycTH, Oemnesu, necHa panumoct. Torasa, no
TI0BOJl TEKKO M3pa3eHaTa (OTolepMaro3a € H3cle/iBaHa MOpGHUPHHOBATA oOMsiHa ¥ ca
YCTaHOBEHH XapaKTepHHMTE 3a ophupus KyTaHea Tapaia MOBUIICHH nopupHuHu B KPHBTA H
ypHHaTa. BOMHHUAT € XOCIUTAIU3UPpaH MHOTOKpaTHO B Knunauka 1o racTpoeHTEpOJIOrHs 3a

KOHTPOJI Ha YepHOAPOOHOTO YBpEXKIAHE.

IIpst KOHTPOJNHHTE NPETJeIU Ce YCTAHOBSBA 3aIbPKAHE HA CHIHO IOBHINCHM HHMBA Ha
obumTe nMopGUpHHH B ypUHATa U XapaKTEpPeH 3a nophupusTa MUK NPH CKEHUpaHE Ha

KpBBHA ILJIa3Ma.

Ot 2013 . 110 cera npu OONHHUS Ce MPOBEXAAT JIEUCOHH KPBBOMYCKAHUS KaTO METO1 Ha

I/I360p npu TOBa 3abojisiBaHHe, KOETO MpefoTBparsaBa pPa3sBHTHCTO Ha HOB TECXBK
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nopGupHyYeH IPUCTBHIL.

HanpaBeHs ca KOHTpOJHM W3CiIefBaHHs Ha mopdupunoBara oOMsHa Ha 08.01.2014 r.

amMOynaToOpHO:
Pesynratu Ped. rpanunu
O6myu nopbupuHH B 1072 <200 nmol/24 4
ypHHA

Hpemaym XPOHHUYHHS XapaKTCp Ha HOp(i)I/IpI/I}I KyTaHes Taphaa W reHETHYHA C€THOJIOIusd,
€THUOJIOTUYHO JieyeHue HE CBhIICCTBYBA. HpOBe)K,E[aT ce je4eOHHU KPBBOIIYCKaHUst 3a
HaMaJIsIBaAHC Ha nop(prHTm‘e B OpraHu3Ma 4 HaMaIIBaHC Ha CTpaHHYHHUTE e(bCKTI/I OoT
HaATpylnBaHUsTa Ha TEXHUTC MeTa0OoINTH. BHOXMMHUYHHTE ITOKa3aTelIn Ha HOpd)I/IpI/IHOBaTa
0OMSHA H3UCKBAT PEOOBHHU KOHTPOJIHH U3CJIeABaHUS U MECCYHH KPBBOITYCKaHH . IIalIeHI/I ca

yKa3aHud 3a CIla3BaHe Ha XHP U HeHus3Jjarane Ha CJIbHYCBU JIBYH.

Moasi, omnueme onuma 6 Penviaura bvaeapis ¢ KOHKPEMHU RAYUCHMU CHC CHOIMBETHHOMO
paoko saboaseane. Moast, nookpeneme uHhopMasINg ¢ OaHHU OM HAYYHIU NYOAUKAYUY OM
nociednume nem eoouny. bubauoepagerama ungopmayus ciedsa da 6voe ogopmend 6
cmua Bauryeop.
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