HHOOPMAIMA 3A:

HanmeHoBaHHe Ha 3200/IBAHETO

1. Tlopdupus Bapuerara (Porphyria variegata, PV)

Moas, noconeme ABANO HAUMEHOBUHUE HA 3000AA6AHEINO HA OBACUPCRU €3UK CH2IACHO HOMEHKAAMYpamad Ha
MKDB-10. Moisi, nocoueme CunOHUMU U WHRCPHAMUBHH  HAUMCHOGAHNS HA  3a00AS6AHEMO, KO MAKUGA
ChUjECmBVEan.

Onpe)le.neﬂne Ha 3200/1I5IBAHETO

KPATKA AE®MHULNA HA BONECTTA: [lopdupus Bapuerata (PV) cmaga xuM rpymara Ha
YepHOAPOOHUTE MOPPUPHH — XETEpOTreHHH, BelleCTBOOOMEHHH 3a00IIBaHus, B OCHOBATa Ha

KOHUTO CTOH BPOACH WJIN HleIO6I/IT IIC(I)I/IIII/IT Ha OIIp€aCIICH €H3UM OT OunocuHTe’aTa Ha XeMa.

ETNONOTInA:

B ocroBata Ha Porphyria variegata cTou BpoJieH 4acTHYeH Ne)UIUT HA eH3UMa
nporonopdupun okcuaasa (IIporo O) [Ipenapa ce aBT030MHO-AOMUHAHTHO. EH3UMHHSAT 1e-
(bexT MOXe J1a ce JoKaXKe He caMO B YepHUs pod, HO U B tuMbouuTtd U Gubpodractu. [Ipu
MHOI'O OT HOCUTEJTUTE Ha MyTaHTHHS T'€H 3a00JIIBaHETO OCTaBa JIATEHTHO IIpe3 LIEJIHs XHABOT.
MHOro psaKo ce mposiBsiBa Npeu nydeprera.

Ilpu ycunenara 6uocunte Ha nopdobummHoreH neamusasa (I116r/l) ce oka3Ba orpaHnyaBa-
1A, THH KaTo HEMHATa aKTUBHOCT € (PU3HOJIOTHUECKH TBBPAE HUCKA. T He MOXe e(eKTHBHO
na MeTaboaM3upa 06pa3yBallus ce B roieMu konudectsa noppodununores (I16r), koiiro 3a-
eIIHO C IpeJIIIecTBaara ro jearaaMuHonesynuHoBa kucenusa (JAJIK) ce yBennuana B ypu-
HaTa. Beposten nombiHuTeNeH akTop 3a noBUIIeHUeTo Ha [16r e yactuuno unxubupane Ha
I16r/] ot yBenuuenute nmporonophuprHoreH u komnponopdupurored . Taka npu Porphyria
variegata, OCBEH ITbPBUYHHS BPOJCH €H3UMEH Je(eKT, Bb3HHKBA BTOPHYHO 00pa3yBaH METa-
OonurteH ONOK.

KNMHUYHU NPOABU:

Knuauuecku 3a6009BAHETO CE XapakTepu3upa ¢ GoToaepMaro3a U NMPHCTBIIM HAa OCTpa IOp-
¢upHs, TOpamd KOeTo € IOJYYHJIO OINpEeNeHHeTo variegata — (cMeceHa, Bapupalia).
dotomepMarozata € OT OyJIO3HO-CPO3MBEH THI (BX. KOXHMTE IPOMEHH MNPH MOPQHUpHS
kyTases Tapaa (PCT). [lpucrenute ce nmpexusBuksar ot uaaynupane Ha JIAJIK-C B yepHus
1po6, a AepMaTOJOTMYHHTE IPOMEHH Ce IBDKAT Ha OTJIOKEHH MOPGHUPHHHA B KOXATa, KOUTO
1 CEHCHOMIHM3MpAT KbM CTbHYEBHTE JIbYH. JIBaTa THIIA KIMHUYHU IPOMEHHU C€ U3SBSBAT HE3a-

BHCHUMO €UH OT JAPYT. Te morar ga IpOTHYAT CAMOCTOATEIHO HIIH €THOBPEMECHHO. B CTpaHH-




TE C YCHJICHO CIIBHYEBO 0ONBYBaHE MO-uecTa € GOoToAepMaro3ara, a B CEBEpPHHUTE CTPAHH -
noppuprynara HeBponarusa. Ilocnennara Mo HHIIO HE ce OTIMYAaBa OT SBJICHUATA IIPH
octpara uHTepMHuTHpama nopdupus (OUII). IIpu MHOro OT GONHHTE HUKOTA HE CE Pa3BHBA

oCcThp npucThIl. 3a pa3nuka oT PCT, XxpoHHYHO 4epHOAPOOHO YBpEeXXIaHE HE CE Pa3BHBA.

TEHETUYHA KOHCYNTALINA:

ITonmxeHata akTUBHOCT Ha eH3uMa [Iporo O y poJHHMHUTE CBHIETEICTBA 34 JIATEHTHO
HOCHUTENCTBO Ha 3a00JIIBAHETO M PHCK OT pPa3BHTUE Ha INPHUCTBI IIPU BB3ACUCTBHE Ha
oTkrouBamuTe (aktopu. PoacTBeHMIMTE Ha BCHYKH OOJIHM ce HW3CienBaT 3a JIATEHTHO
HOCHMTEJICTBO B €JIMHCTBEHATa Crelpaiu3upana jaboparopus B ctpaHara “JlaGoparopus 1o
nopQUpHH ¥ MOJIEKYJIIpHA JMAarHOCTUKA HA BUPYCHH 4epHOApoOHH 3abonssanusa”, YMBAJI
“Cs. Upan Puncku”, Codus. boanure ce aucnaHcepusupar U IpOCieIsBaT ABITOTOAHLIHO
cBEBMeCTHO ¢ KimHHMKaTa 1o raCTpOeHTEpOJIOrHs B chinata 6onHuIa. M3rorss ce poaocioBHO
IbPBO Ha BCsiKa (aMuaus ChAbpxKalo HuHdopManus 3a 34paBH, OONHM U JIATEHTHH

HOCHTCJIH.

JIEYEHME:

JledeHneTO Ha OCTPUTE MPUCTHIH ca chiuTe, Kakto npu OUIIL. JIuncsa edexTuBHa Tepanus
Ha KOXXHHUTC IIPOMCHH. HCO6XOIII/IMO e OosHuTe aa HM304rBaT M3JIaraHeTo Ha CJIBPHUC H TpaBMH
IO PBLCTE. VYcTagoBsiBaHETO HA JJATCHTHHUTE HOCUTEIH Ype3 U3CIICABAHE aKTHBHOCTTA HA
HpOTO OB JII/IM(I)OHI/ITI/ITC HMa BaXXKHO 3HAYCHUEC 3a MIPEAOTBPATABAHE HIIA PAHHO JICUECHHUE Ha
OCTPHUTE NPUCTBHIIH.

Mons, Hanuweme Kpamko ORUCAHNE HA  3dDONASQHEmO CbAAACHO npuemume 6 bvacapus meduyuncku
CMAHOUPINI, HAYUOHATHI KOHCEHCYCU, HACOKY 30 000U APAKMUKA U CKCREPMHU CMAHOBUIYA HA HAYUOHAIHY

KOHCYAMANmMu ¥ Hayuny opyoicecmed. Onpedetenueno cieded 0d GRAIOYEA UHPOPMAUI 8 PEIOMUPAN BUO HA
BBAADCKU C3UK 30 EMUOAOLUAMA, IIUHULHUME NPOABN, SCHEMULHA KOHCYIMUYUS 1 1eHeHe HA 3aDOARGAHENIO.

Yernpuuudpen ko Ha 3a6oasBanero no MKB-10 (ako TakbB € HAJIHYEH)

E 80.2 Jpyru nopdupun

1. Hopdupus sapuerara (Porphyria variegata, Protoporphyrinogen oxidase defeciency )

Mons, nocoueme wemupuyugpen koo na 3aboiseanemo cvanacho novenkiamypama MKb-1 0. Axo marve ne e
HQIIMEN. MOIA UZ00CEMe APeoiodCcente 3¢ a0eKGamHuo 1 QOCMOGEPHO KOoOupane Ha 3a00IA6AHEMO 8
HAYUOHQIHAMA 30PABHA CHCHIEMA.

Kon Ha 3a6oasBanero no Orpha code:

ORPHA code 79473

Monsi, noconeme ko0 HQ 3aDOJNACANEMO CoAUCHO HOMEHKIAMYpAma Orpha code (hip://www.orpha.net). Axo
MAKDE He ¢ HOIUHeH, MOIs UZTOHCEMe NPEOI0NCERUE 3d A0KBAIMHO U OCAIOBEPHO KOOUPUHE HA 3A60IA6UHEMO
8 HAYUOHATHAMA 30DABHA CUCHIEM (.

EnuneMuo0rH4HA JaHHH 32 3a6oasnBaHeTo B PerryGanxa Brarapns




ITopann HuCKaTa UM YecTOTa NOpOUPHUTE HE CE IT03HABAT n06pe U peauna ciyyad 0CTaBaT
HETIPABUJTHO AMAarHOCTHIMPAHU. BoiHuTe ¢ Porphyria variegata 8 Bbarapus 06uKkHoBEHO No npo-
W“3X0A Ca CBbP3aHM C ABa EHAEMUYHM PaOHa - HAKOW Bbarapo-moxameaHcku cena B paiioHa Ha
Benunrpapg v c. byiiHoBUM, EneHcko.

Or 1965 r. 1o cera ca OMarHOCTHIMPAHM, JEKYBaHH M IBITOTPAHHO IPOCIICHSIBAHH
uneHoBere Ha 24 dammmum ¢ PV or maGoparopusta mo mopHpHHM M KIHHHKATA MO
racTPOEHTEPOJIOTHS.

3a nepuona 2010-2014 r. mannure coyar 0,05/1 rox/Immmmon 3a 3abonesaemoct u 2,4/1
MHJIHOH 3a OOJIECTHOCT.

[Topanu aBTO30MHO-IOMHHATHOTO NpeaBane Ha 6onecTTa, PV He MoIe)xn Ha OKOHYATETHO
H3/IeKyBaHe, BCHYKH AWATHOCTHUMPAHM M JIEKyBaHHM ITallMEHTH OCTaBaT Ha 6e3CpOYHO
HaOMIOZIeHHE OT €KCIIEPTHOTO 3BEHO, a 50% OT IIOKOJICHHETO Ha BCIKO CEMEHCTBO Ce OYaKBa
na Hocu nedexThuAT reH. [lopdupusra ce yHacaeasBar ¢ efHaKBa 4e€CTOTa IIPH JBATA IIOJA.
ITosiBaTa MM npenu Kpas Ha mybepTeTa € U3KITIOYUTETHA PIIKOCT.

A{O.ﬂ’lﬂ, AOCONene CRHOSMUOAOZUYNY OAHHY 3d 30D0IA6AHEMO 8 P(’H}’(S."IHKL'I E'bfl(‘,‘(l/)ll}l‘ HCIHHIH’)ZC’ 172/}}166(! ou
GRAloYeanm um[)apwaz;uﬂ HA 57)]12(7[?0\'11 e3UK 3d 3060.:'1eb’ae.uocmma, boaecmnocmma, APESKcUBAEeMOCingG u
CMBPRIHOCHNG HA 2a60186GHENO 6 6?).“78(1[7(7/((1 0671{(] RONyAayus, KaKmo w XapaKmepucniuky i o4aKsut 5[)01; Ha
RORYAAUUAA 6 PUCK.

B T.4. HayyHH ny0JHMKanMH OT NOCJHEIHHTE NET TOAHHM M TPHJIOKEHA
oubauorpadceka cnpaBka

JlaHHWTE 3a E€NMMAEMHOJIOTHATA Ca M3YMCIICHH Ha 0a3aTa Ha HAIMYHATA NOKYMEHTAUs M
apxus Ha JlabGoparopus no mnopdHpuH u MOJEKYISIpHA AHArHOCTHKA HA BHPYCHM
4epHOApPOOHK 3ab0opsBaHHS KaTO €JUHCTBEHOTO (YHKIMOHHMpAIO 3BEHO B CTPaHATa,
00eANHABAIIO TUarHOCTHUKATA, JISYEHUETO U NIPOCIEASIBAHETO HAa OOJTHH ¢ OppUpHs.

Moas, nodkpeneme UHGOPMAHUAINA 3 enudeMuoIOcUIHUNEe QaHHY 30 30601868anemo ¢ Bracapus ¢ dannu om
HAVYHY RYOIUKayu ont nocreonume nem coouny. bubnoepadexama undopsayust credsa oa tvde ohopmena 6
e Bankyeswp. Moas, npuiosiceme muanomeKcinos 8apuann Ha Wwimupanume naywi nyorukayu.

Enupemuonornunu JaHHu 3a 3a0o/siBaHeTo B EBponelickus cbio3

Mpeanonara ce, 4e yecToTaTa BCpes, €BPONEUCKOTO HaceneH1eo e okono 1:150 000.

Moasi, nocoveme enudesuososudny annu 3a savorssanemo ¢ Eeponenckws cvios. dawnume mpsosa oa
GRUONGAM  UHPOpMayus,  npeeedeHd  Ha  Ovacapeku  esux  3a  zabosesaemocmma,  borecmuocmima,
APEXCUBSTEMOCIANIG U CMBPIHOCIMMA 1A 3000A6AHEINO 6 e8PONCUCKA NONYAGYNS, KAKINO U XAPAKMEPUCIUKY U
OHAKGAH BPOL HA RONVAAYUSING 8 PUCK.

B T.4. HayyHH nNy0JMKanMM OT MOCJHEeJHHUTE IeT TOJHMHH H NPHJI0XKEHA
oubdanorpadgceka cupaska

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

Moas, noOKpeneme UHPOPMAYUAM 30 eNHOEMUOIOLUYHUING OaNHU 30 3aD0AABUHemO 8 EGPONCUckus Coro3 ¢
Oanny om Hayunu nyOaukayuy om nocaeonyme nein 2odunu. bubauoepadexama ungopymayus ciedsa da Gvde
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opopmena ¢ cmun Banxyevp. Mo, npurosiceme  nuIHomercmos SUPHUHIM  HA  YUMUPUHUINEG  HAYUHU
mydaukanuu.

Ouefpca Ha CHOTBETCTBHETO Ha 3a00JIABAHETO C nepUHHLMATA 32 PAIKO 3a00JIIBaHe

cpraacHo § 1, T. 42 oT JONbIHHTEIHATE pasnopeadn Ha 3aKoHa 32 3ApaBETO
3260/1BAHETO CHOTBETCTBA Ha Ie(UHULMATA 32 PAJIKO 3a00SBaHE.

Moas, Qexaapupatime CoOMBenCnguento Ha 3aBOARBAHEMO ¢ OePUUUNUIMA 30 PAOKO 3G00IA6AHE CHAACHO s
m. 42 om oneanumennune pasnopedtu na 3axona 3a 30pagenio.

prrepnn 3a JHArHOCTHIIMpAaHE HAa 3200JIIBAHETO

I. AHaAMHECTHYHH KPHTEPHH 324 JUar’"o3arTa.

1. OmaxBauus, 0pOPMSIIH FACTPOSHTEPOJIOTHUCH CHHIPOM: KOPEMHH 6onKu
¢ pasHOOOpasHa XapaKTepHUCTHKa (qudy3Hu UMM JIOKAJIM3UPAHH,
HOCTOSHHH MM KONMAKOOOPA3H, HPAAMMPALM H HEHPAJMHAII), TAICHE,
noBpBIIAHe, 3aleK, Cyouseyc.

2. OmnaxsaHus, ohOpMSLIY IePMaTOJIOTHYECH CHHAPOM: MHOIO JIECHA KOXKHa
PAHHMOCT T10 OTKPUTHTE YaCcTH Ha TSIOTO - repba Ha KUTKHTE, [UIAHATE U
NpBLCTHTE, TULETO, BpaTa U yUIUTE. Ha cpimre MecTa ce sBsiBaT
pasHOKaIMOPEHH MEXYPH (OT IPOCEHO 3BPHO 110 Oymu ¢ roneMuHa 3-4 cm),
KOMTO HSIMAT BB3IANTENEH Ball ¥ ce IBJIHK ¢ GUCTpa TeYHOCT. B Hsxon
CIIydaH T MMa XeMOParu4eH Xapakrep. MexypHuTe OOMKHOBEHO Ce
Pa3KBCBAT CIIOHTAHHO. PasKbCAHHTE MEXYPH H Oy ICHUTE OT necHara
paHMMOCT epo3uH 6aBHO ce MOKPUBAT C xa(eHUKaBH KPyCTH, ClEN
OTIAJaHeTO Ha KOUTO OCTaBaT XUIICPIUIMECHTHPAHH (MopaBH)
nukarpukeu. [locnenuuTe 6aBHO ce JENATMCHTHPAT U CTaBat
GenesHuKasy. KoxkaTa 110 OTKPUTHTE YacTH Ha TAJIOTO € M0-TbMHO
nurMeHTApana. YecTo 1o 3uroMaTu4HUTE 001acTH U IapaopOUTaIHO Ce
nogBsBa XUnepTpuxo3a. Kome10HUTE U MMIMYM-TIOROOHUTE KUCTHU 1TO
OTKpHTHUTE YaCTH Ca UeCTa HaXOJIKa. I1pu mo-ronsMa JaBHOCT Ha
TIPOMEHMTE KOXKaTa IPUuio0HBa CKIIEPOICPMOHICH XAPAKTEP.
Topenucanute MPobIEMH Ca I0-U3PA3CHH NPe3 CE30HUTE C IO-yCHIIEHO
CTbHUEBO 0OBbUBAHE, a Ipe3 3MMaTa HaMaJisBarT.

3. OmnaxBaHud, oopMaLIH IICUXUYEH CHHJIPOM;
JeTpecHs,0€3MOKORCTBO,4aCTHYHA WM IIBJIHA JIE30PHEHTHPAHOCT.

4. Jlpyru oIUIaKBaHUS: OTIAAHATOCT, chpueOHeHe, TU3YPUIHN CMYLICHAS

5. Jlamnu 3a MpeIIIeCTBAlIO BB3JEHCTBHE Ha ClEJHHTE OTKIKOYBAIIH
pasBMTHETO Ha TPHUCTHIA dakropu: TOPOUPUHOTCHHH  JIEKAPCTBA,
MEHCTpYaNeH LHKbI, OPEMEeHHOCT, IllalyBaHe, 0CTpa ¢usnyecka ymopa,
CKOpO MpeKapaHa WM HanuiHa uH(peKIys, alKoXOJ, H3jlaraHe Ha
CIIbHYEBA CBETIIMHA.

6. Jlannu 3a OTHM3BK POACTBEHHK C J0Ka3aHa PV

[I. Cnenpanu3upand JabopaTopHu W3CICABAHUT  — MU3BBpIIBAT C€ B
CHEIMATA3UPAHO 3BCHO — MOBHINCHA EKCKPELHs Ha nopGupUHK B ypHUHATa




(decto, HO HE 3aXBIDKHTENHO, KONPONOPOHPHHBT € NO-BUCOK OT
yporopduprusa) U CTporo crnenudHyHus 3a 3a00JIBaHETO NOPQHPHUH-
OenThued KOMIUIEKC B HAaTHBHA KpBbBHA IUIa3Ma C U3ABEH (PIyOpECIEHTEH
MakcuMyM Ha 626 nm. B wu3npaxHeHMSTa CHUIHO C€ YBENU4YaBa
NPOTOOPPUPHUHBT U IO-MAJIKO KOIIPONOPPHUPHHBT.

Moas, wsbpotune kpumepuume 3d QUAZHOCIMUYUPARE KA 3a00AA6anen o (Oedunuyua Ha
cyuait). Moasi,  exuioveme  ungpopmayusl  Ha  GACAPCKU e3UK 30 APUSHAWUME U
cumnmomume  Hd 3d60a6QHemo,  emuoaocusma  u  namozenesama.  npopmayuama
CIeOGA OU e NO3ORABE HA APHEMU U YMBLPOCHU MEOUYUHCKYU CIAHOAPNIL, HAYUOHEIHU
KOHCEHCYCU, HACOKU 3¢ 0Opa NpaKMUKA U eKCAGDMHY CINGHOSMYA HA HAYUOHAANY
KOHCYaAMauMU U HayuHu opyxcecmea. B cmyuati, we makusa ne cd Haawunu ¢ Penyoauka
Bvazapust, ApUAOKCeHme YYiCOCCIPAHHY CIAROAPIY, HACOKU 1 KORCEHCYCU ciedsd dd
Gvoam  npesedeHt Ha  GbAZAPCKU  e3MK U A0GMMUPAHY  ChoBpAZHO  KOHKpemHamd
cneyubura 1 yeaosuwst Ha Owba2apekama 30pagHa Cucmema.

B T.4. HayuyHu my0JHKAOHUH OT IMOCACNHHTE INeT rOAHHH H NPHIOKeHA
oudanorpadcka cupaBKa

1. JI. Axxapos. JIHarHocTHYeH 1 TepaleBTHYEH AIropuThM (KoHCeHCyC). banrapeko Hay4dHO
JAPYXecTBO Mo racTpoenTeposorus. [lopdupuu. beirapcka XenaroracTpoOeHTEPOIIOTHs.
[.2010 — Ku. 2 cTp. 170-183

2. Azixapos JI., Usanosa A. Octsp nopdupuuen npuctsn. ®opym Menukyc. bp. 1,12
suyapu 2015 T.

3.Badminton M. Synonims of acute intermittent porphyria. Online review issued by NORD.
2013

4.Anderson KE. Variegate porphyria. Online review issued by NORD. 2013

AJNropuTMH 32 JIedeHHe Ha 3200/151BAHETO

(Chraacko JMarHocTHYEeH ¥ TepaneBTUYEH aITOPHTHM NPH NOPQUPHH, TPOTHHAIIM ¢
OCTLP NPHCTHIT)

He3a6aBHo ce IpeycTaHOBSBa Bb3ACHCTBIETO HAa BCHYKM €K30Te€HHH (pakTOPH, OTKIOYBAIIHN
IPUCTHIIA.

1. Iarorenernuno jgedenne. CHCTOH C€ B MACUBHY MHTPAaBCHO3HY BIMBaHUS Ha
ITIOKO3a, KOATO IIOATHCKa 6GuocunTe3ara Ha nopdupuuute. [loctass ce aboxar.
Bumgar ce ot 200 o 400g rmoxosa aaesro. [Ipenmounta ce 10% rimokosa (4 108
6anku no 500ml). ITpu xunonarpruemus ce u3nonssa 20% rmokosa. Jleyenunero
IPONBIKABA 10 IOCTUIAHETO Ha KIMHMYHA PEMHCHS, KaTo [03aTa ce HaMallsiBa
nocrteneHHo. IIpy nvrica Ha rafieHe ¥ OBphIUaHe ce Ha3HauaBa MaKCHMAJICH IPHEM
Ha OJMrO3axapyiy IIpe3 ycrara (KOHGUTIOp, MapMaliaji, CAPOIIH, MEJ 1 Ap.).

ANITépHATHBEH (¥ MO-HOB) TEPANIEBTUYEH NATOrCHETHYCH OJX0/] € UHTPABCHO3ZHOTO
[pHIIaraHe Ha XeMaTHH, KOMTO eeKTUBHO MOATUCKA OHOCHHTE3aTa Ha nopgupHHUTE.
[peanountan npenapat € Normosang, KOHTO IPENCTABIISBA XeM-apriHaT (Orphan Europe).

2. CHMOTOMATHYHO JIEUYCHHUE.

Ho3éTa Ha NIPUJIAraHKTe JIEKapCTBa ce ChoOpassBa ¢ TeXECTTa Ha CHMIITOMHTE.

« 3a Goxkute. [Tapentepanto - Fentanil, Lydol. IIpu mrnica Ha HOBpBINAHE - Aspirin,
Paracetamol u Codein.




* AHTHEMETHYHO M HeBpoNlenTHYHO - Chlorazin.

* 3a TaxMKapaMATa ¥ XHIEPTEeH3uATa - (3- GIoKepH.

. prﬁ T'bPUOBE U CMHICHITH(OPMEHH IPUTIATBIN - GPOMHIH U MATHE3HEB CYI(hAT BEHO3HO.
* [lpy 3anoysama napanusa Ha AUXaTenHaTa MyCcKyarypa - npesexiaare B OAPWII u
He3a0aBHO MOCTaBSHE

Ha KOMaHJ(HO THIIaHE.

* [Ipy rapesu 1 napaiM3u Ha KPaWHUIHUTE - aKTHBHA DHU3HKAIHA pexabumuTanus.

« I1pu 3anex - Laxena, OYHCTHTETHH KIH3MH.

* IIpu cybuneyc - Neostigmin.

* IIpu XunoHaTpreMHs - HHTPABEHO3HO [IPUJIaraHe Ha HaTpues xJopua (10%)

e [Ipu MHQEKIHS - TEHUIMINHOBH aHTHOMOTHIY, AaMHHOTIIMKO3UAN, Metronidazol.
HpnﬁomeHOTo JIEYEHHUE, aKO HE € 3al09HaJIO C roNIIMO 3aKbCHEHHE, OBEX /A 10 PEMHUCHSL.
Hapem U NIapaJiu3y C

NO-TOJIAMa JaBHOCT MOTaT Jia OCTaHAT U CJeJl IPEMHHAaBaHe Ha MIPUCTHIIA, IPUYAHABANKH
TpanHa MHBAITUAHOCT. [IpH KBCHO JieveHne Ha mapann3aTa Ha JUXaTelHaTa MycKynaTypa
3aB’pr_ICKBT Moxe f1a 6p1e artaseH.

KoxHuTe npoMeHH He momnexar Ha edekTuBHO nedeHne. HeoGhomumo e
OpeanasBaHe OT AEHCTBHETO HA CITBHUEBUTE JIBYM U TPABMH 110 PhIIETE

Koraro se4yeHHMETO Ha TIPUCTBIA M HErOBOTO MOHMTOPHpAaHE M3IJIEX/aT
3aTPYIHHUTEHH 32 KIMHWLHKCTATE OT INMpOKAaTa 3[paBHAa Mpexa, MPEHOPBUHTENHO €
6OMHUAT He3abaBHO Na Gbae HacoueH KbM KiHHuKara o ractpoenreposorus Ha ,,¥Yb Cs.
Wpan Puncku” Co¢wus, kpaero Hali-decto ce sekyBar Gonuurte ¢ OINIl or cTpanaTta, a
Tepanusra ce MOHMTOpHMpa Ouoxumuyecku or JlaGoparopusta no mnopdupuu. Ilpm
OTCKOPO Pa3BUJIM CE TEKKHU IApATH3H, T.¢. BCE OIe BE3BPATHMH OTIIA/HH SBIEHHS, € T0-
nobpe NalUeHTHT Aa ObJe HAacOYeH KbM YHHBEPCHTETCKA HEBPOJOTHMYHA KIMHMKA HIIH
OTACJICHWE II0 MHTCH3WBHA Tepanusd. B TakbB cnydall chbIlo e jkenaTenHo na ce
OCBIIECTBSIBA KOHCYNTATHBHA BPB3KA CHC CIELMANM3UPAHOTO 3BeHO B ,,YB CB. UBan
Purnckn”, BKJI. GHOXHMITYHO MOHHTOPHPAHE Ha JICYCHHUETO.

Moas, nocoveme aazopummu 3a aeqenne na saboaasanemo. Moxa, sxiuoneme ungopmayusa wa Svacaperu esux
3a mepanesmusnume ROOXO0U KbA 3dD0AAGAHEMO, 8 MOBY YUCIO KOHCEPGUMUGHU U OHEPAPIUEHTL, MEXHUNEe
HPeQUMCTHIBA, PUCKOBE 1 OYAKGAHA CHERMUGHOCH, GOOCULU CRRYNATUCTIN NPU APOGENCOANE N ACHEHUSMO U
HEODXGOUMOCTIMA OM KOHCYAMAyUL ¢ OPY2H CHEYUGAUCTIY, RPEROPLYUMEeNeH JUCHIUYEH DeXCUM U (DUBUNeCKa
akmuejtocm u Op. Mupopmayusama credsa od ce no3osasa na npuemu 4 Vmewpoeny MeQUYUHCKY CIMandapmu,
HAYUOHATHY KOHCEHCYCH, HACOK 30 000PU RPAKIMUKA U eKCAEPIMKY CIAHOGUUA HA HAYHOHATHY KOHCYTIAHMY U
Havuny opyoicecmed. B ocaywal, uwe maxkuea He co natwunu & Penvonuxa bwaeapus, wnpuiodcenume
UYHCOCCIPUHHI CIMAHOGPMY, HACOKY U KOHCENCYCu credsd dd Owoan npesedeHu HA OBISUPCKYU €3k U
QoanmMUpany CooOPAZHO KOHKPERIHAN G CREYUMDURA ¥ YCTORUS HA ToA2apenamd 30pasra cucniemd.

B T1.4. HayyHm nyOJuKanMH OT NOCJEJHHTE MeT TFOAMHM H TPHJIOMKEHA
ounbdaHorpadceka cnpaska

1. JI. AmxapoB. Jl[uarHOCTMYEH M TepaleBTHYEH alropuThM (KOHCceHcyc).banrapcko
HAYYHO  JPYXKECTBO o racTpOEeHTEPOIIOTUSl. [Mopdupun. brnrapcka
xemaroractpoernTteposiorus. [.2010 — Ku. 2 ctp. 170-183

2. Anderson KE. Variegate porphyria. Online review issued by NORD. 2013

Moas, | nookpeneme uu(/)opwauuﬂnm 3 AIZOPUMMUME 30 ACHeHUe NG 3G00IABAHEIMO 6 EGPONEHcKUs Chio3 ¢
dannit om Haywie HYGAUKGYUIL OMm nocieonume nem codunu. bubauoepaderama ungopmayus credsa 0a Hwoe
ohopyena e cnuwr Banxysvp.  Moas, npuaooiceme  oanomencings  GApUANIN id  YUNMUPAHUINE  HaYyUHU




HYOAURATUU,

AJrOpuTMH 32 Npoc/iesiBaHe Ha 3200/1IBaHETO

IoBenenune cien MpeoaoJiIBaHe HA NIPUCTHIIA

1, Ha Bcuuku OOJIHY U TAaTEHTHU HOCUTENH Ce BpbYBa OpolIypa, B KOATO MOAPOOHO U Ha
JOCTBIIEH €3UK Ca OTIMCAHU ITPUYMHUTE, BOAEHIN IO NPUCTHII, KATO U3YEPIATEIHO ca
cucreMaTH3upaHu "3abpaneHute" u "paszpeuenure” nexkapctBa. CIIUCHUUTE ca JIECHO
JIOCTBIIHH ¥ B yeOcaiita Ha HanuonamHus anmanc no peaku 6osiectu
(www.raredis.org). [IpencraBeHu ca JaHHH 32 XUTHEHHO-TUCTUYHHS PEXKUM, KOHTO
TpsaOBa na ObAe cra3BaH (BUCOKOBBITIEXHIPATHA JHETA [IPH JOCTaThueH [IPHEM Ha
6enThild, BATAMMHHN ¥ BIIAKHUHU; U30sATrBaHe Ha (usnyecka npeymopa u HHPEKIun),
npeanasBaHe OT CIIbHUCBA CBETIINHA.

Bpomypara ceappikxa HeoOxoauMaTa HHopManys He caMmo 3a 60IHMs, HO U 32
JIEKYBAIMTE TO JIEKApH U3BBH CIEIHATMU3NPAHOTO 3BEHO,BKIIOUUTENHO JTUUHUS JIeKap.
2, Jlucmancepu3upaHe Ha OOTHUS U JTJATEHTHUTE HOCUTENH OT (paMuiIusTa ¢ H3TOTBSHE
~ Ha JIOCHeTa 3a JBITOCPOYHO NPOCIIEAIBaHE

3. KoHCynTauu ¢ racTpOeHTEPOJIOT M HEBPOJIOT

4, MoHuTOpHpaHe Ha II0Ka3aTeNuTe Ha NopdupuHOBaTa 0OMAHA TPAOBa Ja ce MIaHyBa
UHHBHIYAJTHO, Cb0Opa3eHo ¢ TeXeCTTa Ha KIIMHUYHATa KapTHHA

HpaBI/IHHOTO M HABPpCMCHHO JICYCHHUC Ha 3a6OJ'I$[BaHCTO, KaKTO H IIOCJICABAIIOTO
MOHUTOPHpPAHE NOBEX AT A0 pEMHUCHA. Hape3H 1 nmapau3u C I10-rojiiMa JaBHOCT
MOrart [a oCcraHar M CJie] NpeMHUHaBaHC Ha IIPUCTHIIA, HpHQHHHBaﬁKH Tpalea
HHBAJTHAHOCT.

Mouas, nocoveme areopummu 3a npocieossane ua satoansanemo. Moaa, exuoueme unghopmayus na Gvazapexu
e3uK 3a NPoSHO3aMA 1A 3aBOAAGAHEMO, HEOOXOOUMOCMA 0N ROCACOBAN1 DOIHUNIY U USBLHOOIHUMHIY SPUICY,
goOCU CAGYNAIUCINY AP APDOCICOAGANEING U HEOOX0OUMOCHUNA OM KONCYAMAWUY ¢ Opyeu CReNUAIUCHIY,
BUIMONCHIL VCTONCHEHUSA, HECMONIA U MENCecm Ha yeroxcuenusima u op. Hndopyayusina caedsa oa ce
RO30BUGA 1A MPUENIH 1 YMEBPOCHU MEOUYUHCKY CRIAHOAPINY, HAYUOHATHY KOHCEHCYCU, Hacoky 3a 000pa
APAKIRUKA Y CKCAEPMHU CIMAHOBUULA 1A HAYUOHWIHY KOHCVIMAKIMU U HAVURY Opyycecmea. B cayuat, ve makusa
we ca naruuny & Penyauxa Bwicapust, NPUIOIKCHUME YYHCOCCMPANHY CMaHOGPNIY, HACOKH U KOHCEHCVCH
108 da Bvdam npesedenu nd BrA2uPCKY e3UK U A0ANMUPAHY CoOOPA3HO KOHKDEMHAMI CREYWHUKA U Yeao8us
HA Bol2apeKama 30PacH cucmemd.

B T1.4. HayYHH OyOJHKAIMA OT INOCJHEJHHTE NET TOAUHH H TNPHJIOKEHA
oubdsmorpadgceka cupaBka

1. Jlumuo Amxapos. [Topdupuu (HeoGxonumu cBeieHHs 32 OOTHATE U TEXHUTE JICKApH. ),
JlaGopaTtopus o opdUPHH ¥ MOJCKYISPHA THATHOCTHKA HA YEPHONPOOHHTE
3abonspanus, Kimanka no racrpoenteponorust, YMBAJI “Cs. ViBan Puncku” Codus
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2. Anderson KE. Variegate porphyria. Online review issued by NORD. 2013
3..Sonya Dragneva, Monika Szyszka-Niagolov, Aneta Ivanova et al. Seven Novel Mutations
in Bulgarian Patients with Acute Hepatic Porphyrias (AHP). JIMD Reports, DOI

10.1007/8904 2014 320




Moaa. nodkpeneme uroprtayusma 3a anzopummume 3d npociedicane na saboaasanemo ¢ Esponetickus cwios
¢ QuHHY oM HAYYHY RVORuKayuy on nociednume nent 200uny. bubiuospadoxama ungopyayus caedsa da 6moe
ohopmena & cmur  Baukvenp. Moas, npuioiceme RIHOMERCMOE 6APUARN HA  YUMUPAHIUNG  HAVHY
nyGauRanuy.

AdropuTmu 32 pexadniMTanus Ha 3260J9BAHETO

Crenpanusyvpana pexaOHINTaLMs Cllell IPeKapaH OcThp MOPQUPUUEH MIPUCTBII Ce MPOBEKIA
TIpH:
1. Hactemunu mapesd W 1@apajM3d Ha KpalHUOMTH — aKkTHBHA (HU3HKaIHA
pexabunurauus
2. OdopMeH NCUXHWYEH CHHAPOM — ICHXOTEpalds M Jp. CEeUHald3upaHa IOMOUI II0
TIpelleHKa Ha CTIEHAIUCT

Mo, nocoueme  arcopumyn 3a pexabuiumayus Ha zaboassanemo. Moas, scnouweme undopmayus na
BBACAPCKU €3UK 30 HeOBXOOUMOCHIMG U NOMPEBHOCINUME 0N CREYUAINIUPANG PEXAOUIUMAYN, 6 MOBA HUCAO
pusuxaing, Mepxu  3a  COYUIHA  WHMESPAWus, CHeNUWIHY  ODPA3OSAMEINIL  HVICOl,  Npodectuonaino
OpueHRIUpGHe U NPeKSATNQUKANUA, NCUXOnc2uecka noMoy. Hugopmayusma credea oa ce nososasa ua
HDUEHTH 1 yMGHPOCHU MEOUWUNCKY CIAAHOAPATY, HAYUONAINY KOHCCHCYCY, NACOKU 3@ 000pa HPAKMUKA U
EKCHEPIILL CIIAHOGUULA HA HAYUOHITHI KOHCYIMAHIMY U HAYUHU Opyxcecmsa. B cavuai, ve marusa we ca
nanuny 6 PenyOauxa Buacapus, npuwioncesume 4yjucoecmpanuu Cmanoapmu, HUCOKU U KOHCCHCYCU C1e06d 0a
Oudam npeaedentt Ha GBAZAPCKU e3UK U JOaRMUPUHI CoODPAIHO KOHKDEMHAMA CReyupura 1 VeIosus Ha
OBACAPCKANA 30PABHA CHCIMEMQ.

B T.4. HaydyHHM ny0JHMKANMH OT MOCJEAHHTE NET TOAMHH H NPHJI0KEHA
. oubsmorpadeka cnpaBka

Moas, ,nodkpeneme ungopmayusma 3a wieopumyume 3a pexabuanmayus na zabonasanemo s Eeponefickus
CoI03 ¢ QauuN OM HAYNHY AVOAUKAYEY O nocaeduume nem 0ouny. bubruospagekama ungoparayus creosa oa
tvoe opopmena & cmwi Bankysvp., Moas, npuaodeme AuiHOMEKCMOS BAPUAHIN HA WUINUPAHUME HAYYHU
IVOAUKAYUY.

Heo6xonumu JeiitHocTH 3a NpodmIakTHKa Ha 3a00/ABaHeT0 (aK0 TakuBa ca
NPAJTOKAMH)

OcCTpuAT NPHUCTHI € TeXKKO CHCTOSHHE, KOETO HEPANKO IIOCTaBs JKMBOTA Ha OOJNHHSA B
OMAacHOCT. 3aToBa MHOTO TIO-PAaI[MOHAJHO € Ja CE HAalpaBH BCHYKO BB3MOXKHO 3a [IPE/a3BaHe
OT pa3sBMTHE Ha OCTHP HPHCTBHILB TOBa OTHOIIEHHWE MHOrO BaXHO € IO3HABAHETO Ha
npeAu3BUKBaluTe (GaKTopu M TAXHOTO wm30srBane. [lpexkapamute OCTBp NpPUCTBN H
OTKPHTHTE B CEMEMCTBATA MM JIATEHTHU HOCHTENH Tpsi6Ba 1a 6bAaT HHPOPMHUpaHH OAPOGHO
3a 3a00JSIBAaHETO ¥ NPEIM3BUKBALIUTE IO GAKTOPH.

[IpodukanakTuynara AeffHOCT Ha CHEUHANM3HpaHus LeHThp npu PV ce wuspassisa B

HUHHIMATHBH, LEJAIIH

1. OTkpHMBaHETO Ha JATEHTHH HOCHTEIH H3MEX]IYy POAHHHUTE Ha OONHHS, KOUTO CBHIIO
' ca 3acTpalleH! OT KJIMHUYHO Pa3BUTHE HA 3a00JIBAHETO

2. TlpemoTBparsiBaHe Ha PEUIUBUTE CIIE/ YCIIEWHO IOCTUIAHE HA PEMHCH.

Hue CHa6I[HBaMC BCHYKH HAlM OOJHY M JIAaTEHTHH HOCUTENH C KHHXKKA, B KOSITO Ha
MONyJLIPpEH €3UK NOpeACTaBsAMC HO,ZIpO6HI/I JaHHHU 3a CBOTBCTHOTO 3abonsaBaHe M
XUTHEHHO-TUCTUUHUSA PCKUM, KOHTO TpSI6Ba Ja Oble cra3BaH. B Hes ce CBABPXKAT H
l'IOI[p06HI/I CIHUCBIA HAa ONACHUTE M Pa3peIICHUTE IPH HEBPOBHCUCPAIHH HOp(prHH
JICKapCTBa. HpI/I BCSKO MOCCIICHHE HA JICKAp Hp06aHIIHTe H JIJAaTCHTHHUTC HOCHTCIIA
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NOKa3BaT KHIDKKATa Ha Jiekaps, 3a Ja ObJaT mnpenmucadHd camo "GesomacHu"
nekapcrBa. MHdopMamuaTa 3a JaTEHTHO HOCHTEJCTBO € OT MHOIO TIOJSMO
3HAYEHHE 332 NPeNOTBPATsABaHe Ha OCTPUTEe NPHCTBNH 4pe3 H30ArBaHe Ha
eKk3orenHuTe orkaousamu ¢akropu. Ilpu nosea Ha OIIIl neuennero moxe na
3ari04He He3abaBHO M MIPOTPECHATa HAa CHMIITOMHUTE 1€ CE OBJIajee 630 € MO-MalbK
Opo#l TOKO3HM BiavBaHWA. KHIDKKata chAbpXa U MOAPOOEH paslen 3a JIEKapuTe, B
KOMTO CMe OITHCaIM CHMIITOMaTHKaTa U eueHueto Ha OIIIT.

~ CrioMeHaTaTa I10-Tope eMHCTBEHA B CTpaHarta JabopaTopus 3a u3cie/IBaHe Ha O60IHUTE
¢ nopdupun ¢yuxuuonupa ot 1994r. B Vb ,,Cs. Usan Punckn”. JlaGoparopusara,
BKJIFOUBaHa npeau 1994r. B Ipyru 34paBHU CTPYKTYDH, M3IIBIHABA Ta3H poOJIs IOBEYE OT
n0N0BHH BeK. [[bPBUAT HHIUBUAYAIEH KAPTOH Ha IHATHOCTHUHUPAH, JIEKYBaH U CHCTEMHO
npocnenssan OoneH e oT 1963r.). Ilo Hactosmem JlaGoparopusita paboTé B TACHO
CHTpyIHHYECTBO ¢ KiuHuKara 10 racTPOGHTEpONOrHs B ChIlaTa 6onauna. Ha
GYHKUMOHONEH NPHHLMI € H3rpafeH €(QeKTHBHO [NEHCTBAlll CKCIePTeH LEHTHP 32
JIMArHOCTHKA, JICUSHHE M IBATOTPAHO MpociiesBaHe Ha OOJHUTE ¢ NOpOHPUH, KOKTO
MHOTO OT/aBHA [IOKPUBA H3MCKBAHUATA 32 €KCIIEPTHU LEHTPOBE, 3a10xen B Hapenba Nel6
Ha M3 ot 30.07.2014r.

Moast, nocoueme Oetmocmy 3¢ npouaakmuna na 3a060as6anemo, ako makuea cd npusoxcusu. Mo,
GrRIIOYeme UHGOPMAYUS 1ta GoICUPCKI €3HK 30 HeODXO0UMAMA AbPEUYHA, S8IMOPUMHA Ul MPEMUNING NPECEHY,
PUCKOSU HaAKMOPHU, 8 MOBA YUCAO W PAKMOPYU HA OKOIHAMA CPedd, CKPUHUHS U Op. Hucpopsaywsima credea da
ce nO30606a HA APUCMI U YMELPOCHU MEOUYUNCKY CINAHOAPINY, HAYUOHINY KOHCEHCYCU, HQCOKH 30 006pd
RPAKINUKA 1 eKCREPMHI CINAHOSIYA HA HAYUOHATHIL KOHCYAMAHMY U RAVIHU Opyxeecmsa. B CyHan, ue maKusd
ne cd nanwuny ¢ PenyGnuka Bvicapus, APULIOOKCEHUNE YYICOCCIMPAHNHY CRIAHOUPMU. HUCOKI U KOHCEHCYCU
cre0sa 0a 6vdam npesederu nu GuacdpeKit e3uK 1t A0ARMUPAHU CoOBPA3HO KOHKPEMIAMA cnenuura u yeaosua
Ha GoR2apCKama 30PAGHA CUCHICMA.

B T.4. Hay4yHH NYOIMKAUMH OT MOCJEJHATe NeT TOAWHH H MNPHII0KEHA
oubanorpadgceka cupaBka

Mois, nodxpeneme unghopyayusng  3a. HeoOX0OUMUNIE MEpKU  3d  RPOQUIGKMUKA HA 3aboaseaneno 6
Esponerickust ¢vio3 ¢ Qauul om HAyunu RyGuukayuu 0m nocieonume. nem coduni.  Bubnuoepagpcrama
unghopmayus credea da Gvde ohopaena ¢ cnmuwr Bankyewp. Moas, npurosceme nuiHOMeERCmMos Sapuanm Ha
YUIRUDAHUME HAYNHY AVOAURGYUL,

TIpe/ioskeHus: 32 OPraHM3AIMA HA MEIMUMHCKOTO 00CTy)KBaHEe Ha NMAUMEHTHTE M 32
¢uHAaHCHpaHe Ha CHOTBETHHTE NeHHOCTH, chOGpaseHH ¢ AeHcTBamaTa B CTpaHaTa
HOpMATHBHA ypeaba

Kakrto mpu octpa HHTepMuTHpama nopdupus. Tei kato nopdupus Bapuerata €
PAIKO ChCTOSHWE W NpuiaraneTo Ha Normosang € HEoOXOQUMO TNpH MaoOpoeH Kpbr
narMenTy / 3acera IpH OKONO 2 XOCHHTAIM3AINN TOJUIIHO/, NpefIaramMe OCUrypsiBaHe Ha
Gem.rlareﬂ pocTbi A0 Normosang.

‘ Ipunaraseto Ha Normosang Ipy CTyqauTe ¢ NOpGUpHs Bapuerara HECbMHEHO e
JOTpHHECE 33 T0-YCTIEIHOTO OBJIAJABAHE HA OCTPHUTE nopGupUYH¥ IPHCTBHIIH, MHOTO TIO-
JIBJITH PEMHCHH U T10-106PO Ka4eCcTBO Ha JKMBOT Ha OONHUTE.
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Mos, omaueme npeOodCenus 3a OPAHUAYUS HA MEOUYUHCKOMO 0BCIyNceane Ha nawuenmume U 3d
(unancupane va coomsemuuime denHocmu, cvolipasenu ¢ detiememuyama € CIMpanania HOpMAmugHa ypeoba,
GRAONUMETHO 00OCHOBAHY APEQTONCeHUs 3a JoNvaHeHa 1 wsmeneHusl. TTpedaoxcenusna mpatsa oa yeasm
nodofipsisane Ha QOCMBRA OO KAYECINGEHIL, AOCKBANIHU 1 HACPEMEHHI MEQUYUHCKY U 30PACHU 2PUNCU, KAKINO U
ONIMUMUBUPARE HA UBNOA3GARUNE PECYPCU 6 30PAGHAMA CUCINEAd, 6 MOBA WUCIO MUMEPULTHU U HOGEUKIL.
[Inpapmayusma c1edsa 0a ce NO306A6d HA NPUCMU U YMEbPOCHU MEOUYUHCKY CIAHOApMY, HAYHOHATHU
KOHCEHCYCH, HACOKU 3a 000pa NPAKMUKA U eKCNEPMHY CHIGHOGUUA HA HAYUOHAIHI KOHCYIMAHMU U HAVYHU
opyowecmsa. B cayuatl, e makuea He Ca HOMWUHU 6 Penyonuxa Bvazapust, nputOiCesume wyowoecmpann
CIMGROAPIMY, HACOKU U KOHCEHCYCH C1e06a 0 0b0am npeseoent na BuiA2apeky e3uk u AOanmupani Cooopasno
KOHKPENHanma CReYtphUKa 1 YCAosust Hd GbAeapCRama 30pasid cucmemd.

Ouncanne HA ONMHTA ¢ KOHKPETHH MAIMEHTH ChC CHOTBETHOTO PANKO 3abossBane (aKo
HMa TaKbB)

Ot 1965 T. 70 cera ca MUAarHOCTHIMPAHH, JEKYBaHM M IBJITOTPaiHO MPOCIEASBAHU
yneHosere Ha 24 ¢ammimu ¢ PV or nmaboparopusra mo nopdupuu u KJIHHUKATa M0
racTPOEHTEPOJIOTHS.

Kansuven ciay4ai
Bomuusar H.B. e ¢ noka3zana mopdupus Bapuerara, KosTo € BUA 0CTpa nopdupus u ce
Habmomasa ot Ortaenedwero B KiMHuKara 1o racTpPOSHTEPONIOTHs, KBACTO €
mucnascepusupan ot 2000 r. Torasa, mo moBojA Ha CHJIHH KOPEMHU OOJIKM H TEXKO
mzpaseHa (oTojepMaro3a e H3CIeBaHa noppupunoBara oOMAHA W Ca YCTaHOBEHH
XapaKTepHUTE 33 TOpGUpHs Bapyerara MOBUIICHY noppupuHOBH MeTabonuTu. bama cse

CBHIIOTO 3a00JIIBaHE.

[Ipy KOHTDOJHHTE NPErTE[H Ce YCTAHOBSBAT CHIHO TOBHIICHH HHBA Ha obmuTte
nopbupuHH B ypHHATA M XapaKTEPEH 3a noppupHsTa MUK DPH CKEHHpaHe Ha KpbBHA

wrazMa. KJIMHRYHUTE OIIAKBaHHUA Ca ¢ IPeIUMHO HEpBHO-BUCLICpAJIHA cuMIITOMaruKa.

Ot 2000 r. 10 cera OONHHUAT CTPHKTHO H30srBa nopGUpUHOTEHHH JIEKApCTBa, KOETO

HpeIIOTBpaTSIBa pa3sBUTHETO Ha HOB TECXEBK l'IOp(bI/IpI/I‘-ICH NPHUCTBII, KaKTO H CJIBHYEBOTO

0OIbYBAHE.

HanpaBeHH ca KOHTPOJIHM M3CIeBaHUA Ha nopdupuHoBaTa oOMsHA Ha 17.02.2014 .

aMOyJIaTOPHO:
Pesynrati Ped. rpaHunu
[MopdobunuHorex B 20 <15 pmol/24h
ypHuHa
TopdoOunuHoreH B [Tonoxurenex /++/
ypuna Hoesch ckpuHHHT
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Q61 nophupHHU 967,0 <200 nmol/24

IlpenBuz BpOJCHHS XapakTep Ha nopdupus Bapuerara (mpenaBa ce aBTO30MHO-
JOMHHAHTHO), ETHOJIOTHYHO JICYeHHE He ChllecTByBa. IIpoBexaar ce eYEHHs C TIFOKO3HH
BIMBAHMS ¥ CHMTOMATHYHH JIEKapCTBa, W30paHH OT paspelleHus 3a 3a00JsBaHETO YePBEH
CMUCHK M KPbBONYCKAaHHS. BHOXMMHYHWTE IOKasaTeNu Ha MopdupHHOBATA obOmsHa

H3UCKBAT PEAOBHU KOHTPOJIHHU H3CJICABAHHA.

[TocTossHUTE XpOHUYHHU OIUIAKBaHMA BKJIFOYBAT KOPCMHH 6OJIKI/I, HapyuwcHusi B
CJICKTPOJIUTHUA OajlaHC ¥ M3UCKBAT PEAOBHH XOCHUTAIN3AIHH 34a npeaoTBparaBaHe Ha

noppupuyHa Kpu3a.

Mo, omuuene onuma ¢ Penybauxa Buicapua ¢ KOUKpenn NQYUEHME ChC CoOMBEMHOmo paoko saboaaeane.
Moas, nodkpeneme unopsayusima ¢ OaHi OM AU nyOaukayuy  ON NOCICONHUme  nem  COOUHIL
Bubatoepadperama wngpopranyus credea oa dvoe ohopatena 6 et Bankyenp.
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