Bp3 ocHoBa Ha unen 27 craB (1) on 3akoHOT 3a 3mpaBcTBeHaTa 3amTuTa (,,CayKOeH
BecHHK Ha PemyOimka Makenonuja‘“ 6poj 43/12, 145/12 u 87/13), MUHHUCTEPOT 3a 37paBCTBO
JIOHECE

YIHATCTBO

3A IIPAKTUKYBAIBE HA MEJIMIIMHA 3ACHOBAHA HA J1OKA3H ITPHU
AKYTHA IIOP®UPUJA

Yien 1
Co oBa ynarcTBo ce NpONMIIYBa MEAULIMHCKO 3IPUKYBabe MIPEKY MPAKTUKYBAKkE HA
MeIMIIMHA 3aCHOBaHA Ha JIOKa3HW MPH MOCTOCHE Ha aKkyTHA opdupuja.

Yien 2

HauunoT Ha TpeTMaH Ha akyTHa nopdupuja € AajeH BO MPUJIOT, KOj € COCTaBeH el
Ha OBa yNaTCTBO.

Yieu 3

31paBcTBEHUTE PaOOTHUIM M 3/IPABCTBEHUTE COPAOOTHHIIM ja BpIIAT 3/paBCTBEHATA
JIEJHOCT Ha MEIUIIMHCKO 3TPHXKYBamkE MPH aKyTHA MopdupHja Mo MPaBUIIO COTVIACHO OBa
yMaTCTBO.

[To uckiydok ox craB 1 Ha OBOj WIEH, BO MOEIUHEYHU CIy4yau MO OIICHKA Ha
JOKTOPOT MOXKE J1a c€ OTCTamM Of OJIpeIOUTe Ha OBa YIMATCTBO, CO COOJBETHO MHCMEHO
o0pa3ioxeHHe 3a MPUUNHUTE U NoTpedarTa 3a OTCTAlyBamke U CO MPOIEHKA 32 HATAMOIIIHUOT
TE€K Ha MEIUIIMHCKOTO 3TPUXKYyBame, MPH IITO OJ CTpaHa Ha JOKTOPOT TOA COOJBETHO Ce
JOKYMEHTHpPA BO TUCMEHA (popMa BO MEIUIIMHCKOTO JTOCHE HA TAIIMCHTOT.

Yien 4

OBa ymaTtcTBO BIieTyBa BO CHJIa HAapeOHHOT JE€H OJ JCHOT Ha 00jaByBameToO BO
,,City:x0eH BecHUK Ha PeryOnmka Makenonuja®.
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OcHoBH
CHUMITOMH M AWjarHo3a
CrenndnyeH TpeTMaH

AQYFI/I Ha4YWHU Ha TPETMAaH

IloBp3anu u3BOpH

Pedepennm

OCHOBHI

AxyTHaTa MHTEpMHUTEHTHa mopdupuja, nopdupuja variegata u xomponopdupujata (koja € co

MOMAJI CTeTIeH Ha XePeAUTAPHOCT) MOXKeE Jia 3all0YHAT CO aKyTHH CUMIITOMH.

CuMmnToMuTe 3aoYHyBaaT 1o myoeprerot, Hajuecto mery 20 u 40 roaquHu.

CumnroMuTe MOKe J1a OUAaT TPUTEPUPAHH O

e 1I3BecHu MeamkameHTH (OapOuTypaTH, cyndoHaMHUIN, €CTPOTCHH, XJIOPOKHH); LIEIOCHATa
nucTa Ha HeOe30emHr 1 0e30e/IHY JIEKOBH € JIOCTallHa Ha WWW.porphyria-europe.com;

e AJKOXOJI, MCHCTpYyaJICH ITUKITYC, HH(PEKITH]ja UIH TOCTEHE.

Cure nperunuTHpavkn (PakTopu Tpeda aa OUAaT OTCTPAHETH BO TEKOT HA aKyTHaTa (asa.

Ilopdupuure ce HaciemyBaaT aBTO30MHO IOMHHAaHTHO. Kora e OTKpueH HOB cCilyuaj, CHUTE

4lIeHOBU Of (paMmiujaTa Tpeba na OMaaT WCIUTAaHU, CO LEN Ja ce OTKPHjaT MalueHTUTe Oe3

CHUMIITOMH.

AKyTHUTE TOPQHUPHH KOPECIOHAMpAaT CO 3HAYUTENHO 3TOJEMEHHUOT PH3MK 3a LPHOAPOOEH

KaHIep. AKO MalMeHTOT KOj UMa MopQupHja crara Bo Bo3pacHaTa rpyna oa 50-60 roquHu u ce

KaJIM Ha IIEP3UCTEHTHU OOJIKM BO TOPHUTE a0JOMUHAIIHY PETHM WIM HA HAMAJIyBamke Ha OMILITATa

KOHJIMIIM]ja, MOXHOCTA 3a LPHOAPOOEH KaHIep Tpeba BeIHaIll Ja OujIe 3eMeHa MPEeaBHI.

CUMIITOMU U JTUJAT'HO3A

Ckopo cuTe nauyMeHTy UMaaT abloMHUHaIHa OoJIKa.

AOGnoMeHOT MOKe a Ouje OCeTVIMB Ha Nalmanyja, HO He ce perucTpupa aedaxc.

AGnomuHamHUTE OOJIKK ce OOMYHO jaKu U HE ce JIOKAJIM3UPaHU BO HUTY €JHa KOHKPETHA TOUKA.

[oBpakame u oncrunanuja (4ecTH).

OcBeH a0OMHMHAIHUTE CHMIOTOMHM, IPYTH CUMITOMH KOM C€ PEUYHMCH CEKOrail NMPHCYTHHU C€:

IpBEeHO O0OEHa ypWHA, OOJKAa BO CKCTPEMHUTCTHUTE, NCUXH]jaTPUCKH CHUMITOMH, TaxWUKapiawja,

XHIIEPTEH3Mja U XUnoHarpuemuja (nmpekymepaa ADH-aktuBHOCT).

[NepudepHa HeBpomnatuja (MycKyiHa c1adoCT, Tape3u) BO HampenHarta ¢asa.

Kora e mocraBeHO COMHEHHETO 3a MOPQUPHja, HEONXOAHA € ACTEKIIM]ja Ha TOPPOOHINHOTSHOT BO

ypunara. O rojieMo 3Hau€H€ € HeroBara JeTeKluja co Op3u TeCTOBM/METOIHU, HO AWjarHo3ara

cekoraml Tpeba ja Ouae mocraBeHa U MOTBPACHA CO KBAHTUTATHBEH METOL!

e 3HayajHO 3roJieMEHaTa eKCKpelHja Ha TOop¢GOOMIMHOTEHOT ja TOCTaByBa [WjarHo3aTa Ha
aKyTHaTa mophupHja;

e Kaj cMMNTOMAaTCKHOT MAIMEHT, CKCKPETHPAHUOT MOPGOOHIMHOTEH € co BpenHocTH of 10-30
MaTH IOBUCOKH BO OJTHOC Ha peepeHTHUTE.



CrnenuduieHn TpeTMaH

e Tpurepupaukure pakropu Tpeba qa OMIAT OTCTPAHETH.

e Tpermanor ce cocrom on: hemearginate 3 mg/kg Bo Texor Ha 4 aeHa (HHO-C) W MHOTY
jarneHuxuapatu (MHTpaBeHCKHM BHeC Ha rimko3a 400g/mHeBHO wim Oorara jarJeHOXHIpaTHA
TETa).

Jlpyru HaYMHU HA TPeTMaH

Hecreponmuan anTHrHGIaMAITNCKA MEIUKAMEHTH TN OIHjaTH 32 JKECTOKa O0JIKa.
Bbera-6mokatopu 3a peryaupame Ha XUTIEPTCH3HjaTa.

AHTHIICUXOTUIIH 32 TICHXOTHYHHUTE CHMIITOMH.

dopcupana uznoTEpaIrja 3a Mape3nTe.

IOBP3AHU U3BOPU
HuTepHeT U3BOPH
e Acute intermittent porphyria. Orphanet ORPHA79276
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