Pasznea 1.
HEOBXOJINMMU CBEJAEHUS 3A ITAIIMEHTA

VBaxxaeMH IaIlMCHTH,

Hsikoii neH, mopaau 3HaYuTeNHN Bamy orakBaHus, HaydaBaTe, 4e CTpajare oT mopQupus.
To3u neH CUTypHO HE € OT IIACTIMBUTE, Thi KAaTO MUCHJITA 3a TOBAa 3a00JsBaHE € MOBEYe OT
noaruckama. Ho, 3a ckxanenue, noppupusita Bu npencraBiisiBa peasHOCT, OT KOSTO HE MOXeE Ja
n30sArate 10 Kpas Ha *uBoTa cu. Hali-pasymHOTO, KO€TO TpsOBa Ja HalpaBUTE, € J1a Hay4dHUTe
IoBeye 3a 3a00JIIBaHETO CU U Jia Bb3IpueMeTe 0e3 ChbIPOTUBA OIPaHUYEHUSITA, KOUTO TO Hajara,
3a J1a CTpajiaTe KOJKOTO C€ MOXKE MO-MaJKo. 3a KaKBU OrpaHUYEHUs cTaBa BbIpoc? B 3aBucumoct
OT KOHKPETHOTO 3a00JsiBaHEe TOBA ca M30STBAHETO HA OMPEACTICHU JIEKapCTBA, AIKOXOJ, OPaTHU
KOHTpALIETITUBHU CPE/ICTBA, U3J1araHe Ha CIbHIIE U Clla3BaHe Ha XpaHuTeleH pexuM. Koraro te3u
orpannveHusi Bu cranar HaBuK, Bue mocra mo-psako mie 3abems3BaTe, 4e mmare HOpQHUpHs.
Hacrosimuar paszgen oT Ta3sum KHMXKKA 1ienu J1a Bu nage HeoOxomumuTe cBeleHus 3a Bamara
nop¢upus u 1a Bu 00sicHN Kak Ja )KUBEETe MO-JIeCHO C Hes. A ¢ moppupHs MOXKe J1a ce JOKUBEe
710 ThJIO0KA CTapOoCT.

KakBo npeacraBasgBart nophupuurte?

[Mopdupuute ca rpyna ot 7 Oojectu Ha OOMSHATA HA BelIecTBaTa. TUIMUYHO 33 BCHYKH
nophupHUn € CHIIHO YBEIMYEHOTO HATpyNBaHE Ha MOPPHUPHHHU B OpPraHU3Ma, KOETO MPEeIU3BUKBA
OonectHute u3sBU. [Ipu HAKOM OT MOpUPHUUTE OTUIAKBAHUATA Ca JOCTA CXOIHHM U Pa3IUyHsiTa
MEXJy TAX C€ OTKpUBAT €/1Ba NpH CIECHUAIU3HPAHO JabOpaTOpHO H3cieaBaHe. Mexay TAX U
HSKOW Jpyru nopdupuu obade pazIMKUTE ca TOJIKOBA TOJEMH, Y€ JOPU M3IIIEKAAa HEBEPOSTHO
BKJIIOYBAHETO MM B 00mIa rpyma 3a0oiyisiBaHusl. A 00IIOTO , KAKTO BeYe CIIOMEHAaXMe ,6 HMMEHHO
HATPYIBAHETO HA OPQUPHHHU.

KakBo mpencrasnsBat nopdupunute? ToBa ca OpraHMYHM XMMHUYECKH BEIIECTBA, KOUTO CE
HaMHUpaT BBB BCHUYKH JKMBU OPraHU3MH, BKJI. PACTEHHUATA /XJIOPOQWIBT HAmpUMEp CHINO €
nopdupun/. Hamupar ce, pa3dupa ce , U y 3paBUTe X0pa.

KakBo e OwosiornyHoTo WM mpenHazHaueHue? — OraenHuTe NOPPUPHUHU UM TEXHHUTE
OMOXMMWYHU TPEAMISCTBEHUIIN® ca CThIaja, M0 KOWTO C€ JIOCTUTa J0 OOpa3yBaHETO Ha Haii-
Ba)XHHS MOp(UPHUH B oprann3Ma, HapeueH XEM. XeMbT € ocHOBHATa ()yHKIIMOHATHA ChCTaBKa Ha
OeNThIUTE, HAPEUCHNU XEMONPOTEHHH. Te ca OT M3KIIOUUTENHA Ku3HeHa BaxkHocT. Ille cmomena
camo, Y€ XeMOTJIOOMHBT, MHOTJIOOMHBT B MYCKYJIUTE M TOJIsiM Opoil pyru BemiecTBa, 6€3 KOUTO
KUBOTHT O OWJT HEBB3MOMKEH, Ca XEMOTIPOTEUHH.

[Tpu 31paBUTE XOpa HE ce HATPYNBAT MOPPHUPUHH.

3amo npu OosHUTEe OT mopdupuu ce crura o HarpynBaHe? [IpemMuHaBaHeTo OT eAMH
nophupuH KbM APYT MOPPUPHH /T. €. OT €IHO CTHIIATIO0 KbM CIIEIBAIIO 10 TS KbM XeMa/ CTaBa ¢
MOMOIIITAa Ha OMOKATaIM3aTOpU HapeueHH eH3UMH. VIMeHHO nedeKkTuTe Ha Te3u €H3UMHU BOJAT J0
HATPYNBAaHETO HA M3IMIIHU /W BpPEIHU 3a OpraHm3ma/ KoiaudecTBa mnopdupuau. [lormemHere
¢urypa 1, KpETO CbBCEM CXEMAaTHYHO CME MpPECTaBMIM OMOXMMHUYHATA BepHUra Ha 0Opa3yBaHETO
Ha Xema.

* CaMo 3a To-JIF0OOMUTHUTE YUTATEH / 0COOEHO TE3U, KOUTO IMTOMHSAT HEIIO OT TUMHa3uaiHaTa XUMUs/ e CIIOMEHEM, Y€ HOp(bI/IpI/IHI/ITe ca
YEPBEHU HA HBAT UUKIIMYHU TETPANIUPOJIOBU CHEAWUHEHUS, TEXHUTE NPEAIIECCTBECHUIN / JAeNTa-aMUHOJIEBYJIMHOBA KHUCEJIINHA , HOpCl)OGPIJ'IPIHOl"eH u
xnnpoxche‘mnGHnaH/ HE Ca NUKINYHHU,a BEPUIKHU CHEAUHCHUA U Ca 6€3L[BGTHI/I. BGSL[BGTHI/I ca u l'IOpd)I/IpI/IHOI"eHI/ITe7 KOHUTO CJI€ CHHTE3UPAHETO
UM C€ OKHCIABAT 10 l'IOp(bI/IpI/IHI/I.
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XEM

Ouwr. 1 BuocunTe3a Ha XeMa ¥ eH3UMHUTE JAe(heKTH, BOJICIIH 10 mopdupuu.

JloOpe BmkIaTe Kak Ha BCEKM KOHKPETEH €H3UMEH Je(eKT ChOTBETCTBA HSAKOS OT 7-T€
nopupun. [lpu Bcnuku nophupuu nedeKTUTe ca YacTHYHH, T. €. WM €H3UMBT € B MO-MaJIKO
KOJIMYECTBO, WMJM € C YyBpeAeHa CTpykrypa. Ilpm mbiHa numca Ha HIKOM OT EH3UMHUTE
o0pa3yBaHETO Ha XeM O OMJI0 HEBB3MOXKHO, CJIEIOBATEIIHO U KHUBOTHT OM OUI HEBB3MOKEH.

Beuuku mopdupun ca BpojaeHH 3a0o0isiBaHMS / caMO TMPH 4acT OT OonHUTE C¢ porphyria
cutanea tarda nmedekThT BB3HHMKBA ciex paxnaaHero/. Ilpu ompeneneHd yCIOBHS, KOWTO e
pasrienaMe Mo-foiy, Ae(eKTHHTEe €H3UMH He ca B ChCTOSHHE J1a OCUTYPST O€3NpersiTCTBEHO
npeBpbllaHe Ha eauH nophupuH B apyr nopupuH. Taka BemecTBara OT OMOCHHTE3HATa BEpUTa
Ha XeMa, HAMUPALIH Ce MPeIy CH3UMHHAT Je(EeKT 3amovBar a ce HaTPYNBaT B HEKOHTPOJIIUPYEMHU
KoinyecTBa. VIMEHHO TSAXHOTO TIOBMIIEHO OTJIaraHE € TOKCHYHO 32 OpraHu3Ma W NpPUYHHSABA
M3KITIOYUTEITHO PAa3HOOOPA3HU U TEKKHU OTKIIOHEHHS.

HatpymnBanusita ce M3BBPUIBAT MBPBOHAYAIHO B YEPHHS P00 MpHU T. HAp. YePHOAPOOHU
nopdupun (octpa MHTEpMUTHpalla, variegata, konpomopdupus, miymbonopdupus u cutanea
tarda) u B KOCTHUSI MO3BK M EPUTPOLIUTUTE MTPH €PUTPONOETHYHHTE Mopdupun (poronopdupus
U BpojJieHa epuTpornoetnyHa). OT uyepHHs Ipo0 M KOCTHUS MO3BK uUpe3 KpbBHaTa IuiazMa (MU
EPUTPOLMTUTE TIPU EPUTPOTIOCTUYHUTE TOophuprn) nopupruHuTe (MU MPEIIISCTBEHULIUTE UM)
ce TpeHacsT M OTJIaraT M Ha JAPYyrd MecTa KaTo HepBHATa ThKaH M Koxkara. TaM Te mpean3BUKBAT
CBIIECTBEHNM OOJIECTHM HW3MEHEHHWs. MHOTOCTpaHHUTE U3SBH Ha TMOPPHUPUHTE MOTAT Ja ce
MPEJCTAaBAT CXEMATUYHO B 4 OCHOBHU KaTETOPUH:




1. Octpo mpotuuais npuctsil. C TOpGUPHUYHU TPUCTHIH NPOTHYAT 4 OpPUpHH:
OcTtpa nuHTEepMUTHpAILA
Variegata
Bponena konponopdupus
[Tnym6onopdupus (0T Hesl B cBETa ca HaOI0AaBaHU caMO €AMHUYHU CITydau).

2. Cunapom™ Ha oTtomepmMaTo3a*™ ot epo3UBHO-OYI03eH*** THII.

3.  Cunapom Ha (oTomepmaro3a OT €PUTEMHO-EIEMaTO3eH THIl (T.e. ChC 3adepBsSIBaHE U
OTHYaHE Ha KOXKaTa).

4. CuHIpOM Ha HAMPEBAI0 XPOHUYHO YEPHOAPOOHO yBpeXkIaHEe, KOETO HEPSIKO 3aBbPIIBA
C IMPO3a IPU HECBOEBPEMEHHO JICUCHHUE.

[To-nomy moapo6Ho 1Ie pasriename Te3u CUHAPOMH — IPH KOU TOYHO MOp(UpHH KOra, 3a1o
U C KaKBU NPOSIBU T€ CE Pa3BMBAT, KaK Ce JIGKyBaT, KaK Jia ce MPEeJIOTBPATsIBAT U KaKbB PEXKUM Ha
KUBOT TpsiOBa J1a ObJie Ccrla3BaH.

OcTbp nophupruyeH NPUCTHII

Kora v oT KakBoO ce Npeau3BUKBAT NPUCTLIUTE?

[IpucrenuTe ce pa3BUBAT NMOUTH BUHArM ciep myoeprera. Te ca 2-3 mbTH MO-4ecTHU INpU
KEHH, BBIIPEKH Y€ YHACJEIIBaHETO Ha 3a00JIIBaHETO € eIHAKBO YeCTO M MpH aBaTa moia. [lo-
rojasiMaTa 4YecToTa MpU JKEHHUTE C€ Jb/DKM Ha XOPMOHAJIHHUTE KoJIeOaHMs, CBBP3aHU C
MeHcTpyauusTa. Tyk € MACTOTO J1a U3ThKHEM, Y€ IIOBEUYETO OT HOCUTEIUTE Ha T€HHATa MyTalus
Ha CHOTBETHATa MOPGUPHS HUKOIa He PAa3BUBAT 00JIeCTHU MPOSIBU, T.e. OCTABAT Ipe3 HeJus
CH KMBOT JIaTeHTHHM (CKpMTHM) HocuTeau. Te obOaue morar na mpenaBaT 3a00JIIBAHETO Ha
CBOETO MOKOJIEHHE, KOETO J]a pa3BUBa MPUCTHIIH.

[Topdupunte ca He caMo TeHeTHYHU 3a0oisBaHuA. Te ca MHOTO(akTOpHU OOJIECTH, 3aII0TO
TeHETUYHUSAT €H3UMEH Je(eKT B rojeMus Opoil ciiyyan He € TOCTaThYHO YCJIOBHE 3a M3sBaTa Ha
3a00JsBaHeTo. 3a Jla ce Pa3BUSAT HETOBHTE CHMIITOMU € HEOOXOIUMO BB3JCHCTBUETO Ha JIPYTU
(BBTPELIHM WJIM BBHIIHM) (PaKTOpPH, KOUTO Ja U3SABST 3aj0XeHus reHetudeH negdekt. [lo-gomy
npecTaBsIMe U3BECTHUTE OTKIFOUBAIIH (HaKTOPH:

- Muoro rojsiv 6poii T. Hap. nop¢upuHOreHHN JekapcrBa. Kak selictBar onacHure
nekapctBa? Te wHIynupar, T.e. TMPEAW3BUKBAT Ja 3al0YHE MOBUIIEHO OOpa3yBaHE HAa XEM.
JlepekTHUAT eH3uM mpu JaaeHa mopdupus obade ce oka3Ba HECMOCOOEH Ja TMOCPEIIHE H
npepaboTH yBEIWYECHUS MPUTOK Ha JaJeHO HOPMAJIHO BEIIECTBO OT OMOCHHTE3HATa BEpUTA KbM
HEro M Ja ro NpeBbpHE B CIEABAIIOTO BEIIECTBO. Taka ce IoJiyyaBaT HaTpyNBaHUATA Ha
noppupUHU, TEXHU TPEIINICCTBCHUIIM WU JepUBATH, NPEIU3BUKBAIIM HW3SIBUTC Ha
3abonsBaHusATa. Taka HampuMep MpH OCTpa HHTEPMHUTHpAIIAa MopdupHs mie ce HaTpymnaT
nop(hoOMIMHOTEH U JIeNTa-aMUHOJIEBYJIMHOBA KHUCEIMHA, TIPU €PUTPOIIOETUYHA MPOTONOphupus
me ce Harpyna npotornopdupudH u T.H. (BkK. ¢ur. 1). [ToapoOGeH cHUCHK HA OMACHHUTE H
pa3peleHu JieKapcTBa Mpu NopGUPHH, TPOTHYAIM ¢ IpUcThI me Hamepute B Pazgen III Ha
HACTOSIII[aTa KHUXKKA.

- Hamanen xpaHuTeneH NpueM Ha BBIJIEXUIPATH, NMOpPaju IJIaayBaHe, HEIOXpaHBaHE,
IMeTH 3a orciabBane u ap. HopmanmHO BBITIEXHMIPATHUTE OKA3BaT IMOATHCKANL e(heKT BBPXY
OouocuHTe3aTa Ha xeMa. Jlurcara Ha JOCTaThUHO 3axXapy B XpaHaTa MPUYMHSABA OTIAJaHETO Ha
to3u edekT. ToBa BoAM 10 3aloOyBaHE Ha IOBUIIEHA XEMCHHTE3a, HO M HEBB3MOXHOCT Ha
nedekTHuTe eH3UMH J1a IpepadoTBaT yBEIMUYEHHs MPUTOK Ha HMJIBAIIM KBbM TSAX BEIIECTBA, T.C.
Ch3JaBaT C€ YCIIOBHsA 3a HaTpylBaHe, KakTO INpU yrnoTrpedaTra Ha OINACHUTE JIEKapCTBa.
Bwrioexuaparure B opraHm3Ma HaMalsBaT M NpH ycwieHa (u3nyecka akTHBHOCT. ['oiemure
CIIOPTHU HATOBAapBAaHMA NPH T'€HHU HOCUTEIH U JPYTH OOCTOSITENCTBA, CBBP3aHU C (pU3UUECKa
IIpeyMopa MoraT ChLIO J1a I0BEAAT JJO OCThP MPHUCTHII.

* CI/IHI[pOM O3Ha4YaBa KOMIUICKC OT CUMIITOMMU.

doTonepMaTo3a 03HaYaBa MOSBA HA KOKHH DOIECTHH H3MEHEHHUSI CAMO TI0 H3JIOKEHHUTE Ha CITBHIIE YaCTH Ha TSUIOTO.
Bulla (;iar.) o3nauaBa Mexyp

**

**k*k



- OpajJHd  KOHTpAaIlENTUBHHU _ cpeictBa. MHOro OT  TMOJOBUTE XOPMOHH  ca
nopUPUHOTEHHH, THil KaTO yBeIHUYaBaT OMOCHHTE3aTa Ha Xema. YecTo MPUCTHIIUTE BH3HUKBAT
[Ipe3 ceMULIaTa IpeIy MEHCTPYaIUsaTa, KOETO ChII0 € XOPMOHAIHO 00YCIOBEHO.

- bpemenHoct. ToBa ChCTOSIHME € CBBP3aHO C HOPMAJIHU XOPMOHAJIHHU KOJieOaHUs, HO
MPU TEHHU HOCHUTEJIIKM T€ MOXE Ja C€ OKaXaT OMacHM KaTo HMHIYIHPAT XEMCHHTE3ara,
Ch3JIaBAKHU YCIIOBHUS 3@ IIPUCTBIL.

- Askoxou. To# chII0 € UHAYKTOP HAa XeMCHHTE3aTa.

- Cxopo npekapaHa WM TOHACTOSIIEM ChIIECTBYBAIA HH(EKIHS.

C KaKBO ce U3ABABAT NPUCTHLIIUTE?

[Ipe3 mppBuTE 1-2 THU OT HAYAJIOTO HA MPUCTHIA OOJHUTE yCemaT JIEKO HEPa3IOI0KEeHNE
u mnoBuileHa HepBHOCT. Cien ToBa ce pa3BUBa M3BBHPEIHO pa3HOOOpa3Ha M Oorara Ha
OIUIaKBaHUs OoJjiecTHA KapTuHA . CXEMaTUYHO 5 IPEACTaBIME 110 CIEIHUS HAUMH:

OmiakBaHus 0T CTPAHA HA XPAHOCMMWJIATEJIHATA CHCTEMA

- Kopemuu Oonku. ToBa ¢ Haii-uecTOTO ONJIAKBaHe MPH NPHUCTBIA U MPH MOBEYETO
O6omHM ¢ BoaemoTo. Cpema ce B Hax 95% ot cmyuaute. Boimkure Moke Ja ce ycemar KakTo B
HEeNUsl KOpeM, Taka M caMO B OT/EIHU y4acThIIH, HAMOAOOSBAWKH Pa3IMYHN CTOMAITHO-YPEBHU
3a00JissBanMsl. V3KIIOUMTENIHO CHIHU ca. [lo-4ecTo ca IMOCTOSHHH, HO MOXKE Ja Obaar u
KOJIMKOOOpa3Hu (mpucBuBamy). Hepsako ce M3mbUBaT KbM KPBCTa U MUMUTHUpPAT OBOpeyHO-
KaMeHHa KpHu3a C 4ecTo ypuHupaHe. He ce BIUSAT OT XpaHara.

- TageHe u moBpbIIaHe, KOETO MOXeE Ja ObJe MHOTO OOWIIHO, TOBEXKIAAWKHA IO CHIIHA
OTIAJHAJIOCT B PE3yJITaT HA 3aryOEHUTE TEYHOCTH U COJIH.

- MmHoro TexxbK 3anek. CaMo B pelIkd Cilydan MOXKE J1a ©Ma THapusi.

- CromamrHo-4peBHHUTE OTUIAKBAHUS ca MPUAPYKEHU OT CHJIHO ydecTeH myic. [lopumasa
ce W KpbBHOTO Hajsrane. [loHsikora Temmeparypara e jgeko nosumeHa — 37,2 — 37,4 rpaxayca.
[TynchT € yuecTeH, a apTepHaTHOTO HAJIATAaHE YBEIHMUEHO.

OmiakBaHus OT CTPAHA HA HEPBHATA CHCTEMaA

- CunHo, HENOBIIMABALIO €€ OT JIEKapCTBa [J1aBOOOIME.

- bonku B myckynarypata (HE B CTaBUTE€) Ha pblIETe, KpakaTa, Bpara, IpbIHHUS KOII,
rbpOa U KpbCTA.

[TosiBa Ha c1abOCT B ropecrioMeHaTaTa MycKyJaaTypa, KOSTo MOXe Jia IPEeMHUHE B Iape3u U
napajgusy. XoIbT Ha MOPAKEHUATA € HU3XOAI - OT paMEeHaTa KbM KUTKUTE U OT Oelpara KbM
xoquiara. [TpoMeHnTe 0OMKHOBEHO ca CHMETPUYHH — YCTAHOBSIBAT CE U B JIBETE PBIIE, U B /IBATa
Kpaka. 3acsraT ce IOBEYe MYCKYJIMTE pa3rbBayd U IO-MAJIKO crpBauure. VIMa M ceTHBHH
HapyIIeHNUs — MpaBy4KaHUs U JIp. bojakuTe B MycKysaTypaTa NpoabKaBar.

- Bb3MokHM ca 3acAraHus Ha JMlleBara, TbATaTelHAaTa W TOBOpPHATa MYCKyJarypa,
BOJICILIM J0 CHOTBETHU MApe3U U Napain3u. Bp3MokHa € 1 BpeMeHHa CIIENoTa.

- I'bpyoBE B OTHEIHM MYCKYJHHM TpyNH, HO ca BB3MOXHM M T.Hap. ,, TOJEMH
ENUJICNTUYHU TPUTIATBIN .

- Haii- onacHOTO ycioKHEHUE € napajiu3a Ha JuxaTeliHaTa MycKynaTypa ( auadparma u
MeXTypeOpeHn MycKynn). To € CHIIHO )KHBOTO3acTpallaBallo U Hajlara He3a0aBHO MOCTaBsHE Ha
00JIHUSI HA MEXaHUYHO (anapaTHO) JHIIAHE.

- Jlpyro »uBOTO3acTpallaBalio yCIOKHEHHUE € ,, BHE3AHUIT ChbpACUEH apecT’, KOWTO ce
IBJKM Ha CUJTHO HapyILleH TOHYC Ha BereTaTuBHaTa HEpBHA CHCTEMA.

I'opecnioMeHaTUTE OIIaKBaHUS OT CTpaHa HAa HEpPBHATa CUCTEMa ca TBBPJE YECTHU, HO HE
BUHAru ce€ pa3BUBAT MPH BCUYKU OOJHH, 0COOEHO B Hal-pasrbpHaTtus UM BuA. Korato tesu
IpOsSIBM Cca HaJlWLE, T€ OOMKHOBEHO HAaNpeaBaT YCIOPEAHO CbC CTOMAIIHO-UPEBHUTE
omakBaHus. JlocTuraHero a0 NbJIHA KBaJApuIUIerHs ( Iapajiu3a Ha pPbLUETEe M Kpakara)
O0OMKHOBEHO M3HMCKBA MEPUOJ OT 2 - 4 CEMHUIIH.




IlcuXUYHM OIJIAKBAHMS

bonnute ¢ mopdupuyeH mpucThll ca NOATHCHATU U ynjameHu. [lo-psako ce HaOmromaBa
HeoOscHUMa arpecuBHOCT. Olle NOo-peiki, HO Bb3MOKHH Ca U TEKKH IICUXUYHU pa3TpoOIiiCTBa ¢
U3LATI0 a0HOPMHO NOBEICHUE, AOCTHUTaIlo A0 ACIMPUYM, XaIIOLUMHAUK U I'bJIHA 3aryba Ha
OpHUEHTALM 32 BpEMe, MACTO, COOCTBEHA TUYHOCT U JP.

IIpu pa3BuTHe Ha ropecrioMeHaTUTe CTOMAIIHO-YPEBHH, HEBPOJIOTMYHHM W NMCHXUYHU
MPOSIBH ce HA0/1101aBa M3KJIIOYHUTEIHO BaKeH CUTHAJ, NO/ICKA3Balll, Y¢ BEPOSITHO ¢ HAJIMIE
oCThp mnopupHYeH NPUCTBI —

JleyeHue HA ocTpus nopdupuyYeH NPUCTbLII

Crnen nuarHoCTHIIMpaHE Ha MPUCTHIA TPsSOBAa BB3MOXKHO HaW-paHO Ja 3all0YHE HETOBOTO
MeIMKaMEHTO3HO JieueHue. llpean ToBa obaue € HY)KHO OBp30 Ja C€ YCTAaHOBST BB3MOXKHHUTE
MPUYUHU, KOUTO Ca TO MPEAN3BUKAIH:

- Haii-no0pe e Ha mbpBO BpeMe Jia Ce CIpaT BCHUYKHU JICKAPCTBA, KOUTO OOJTHHSAT € B3eMaJ
JOTOTaBa, 3alI0TO € BEPOSITHO HAKOE OT TAX JIa € MOPGUPHUHOTCHHO.

- XKenure na cpat ynorpedaTa Ha KOHTpAIICNTUBHU XalueTa, ako ca B3eMaJll TaKUBA.

- Ha ce cpe ynorpebaTa Ha aJIKOX0JI, aKO € UMaJio TaKaBa.

- Jla ce mpekpaTtu nueTara 3a oTciabBaHe, ako OOJIHUAT CU € Hajlarall TaKaBa.

- Jla ce ycTaHOBHM MMa JIM HACTOsIIA UM CKOPO MpeKapaHa MH(EKIHs.

MennkaMeHTO3HOTO JeUYEHNE CHU MOCTABS CICAHUTE 3aJauM:

1. 3abaBsiHe OMOCHHTE3aTa Ha XeMa C IIeJl HaMalsiBaHe 00pa3yBaHETO HA HATPYIBAHUS OT
nopdupuHU, TOPHUPUHOBU TMPEAMISCTBEHUIIM W JiepuBaTH. ToBa ce TMOCTUTAa 1O HSIKOH OT
CJIEIHUTE 2 HAYMHA:

a) MacuBHM BEHO3HHU BIMBaHUS HA IIIOKO3a

0) BeHO3HO mpuiaraHe Ha BEIIECTBOTO XEM-aprUHAT, YUETO ThProBcko ume e Normosang
(mpomsBexaa ce oT (umimaHackara ¢upma Leiras, a guctpubyropu ca Orphan Europe u
Solpharm, 3arpe0).

[TpoabmKUTETHOCTTa Ha JICYCHHWETO C TIIIOKO3a € pasziiMyHa W 3aBHCH OT TEXECTTa Ha
MPUCTBIIA. Y CIIOPEAHO C HACTHIIBAIIOTO OJOOPEHHE 03aTa Ha BIMBAaHATA TIF0OK03a TIOCTETIEHHO
ce HamaisBa. [1o-0bp3 edekt ce moctura ¢ Normosang. JleueOHUAT Kypc ¢ Hero Tpae camo 4
IHU. 3acera TO3M TpenapaT HE ce BHACS y Hac, MOpaad M3KIIOUUTEIIHO BHUCOKAaTa My ILieHA U
3aJJOBOJIUTEIIHUTE PE3YTATH, TOJYIaBaHU C TJIFOKO3HOTO JeueHue. [lomarar ce ycunus obaue 3a
BBBEXKJIAHETO MY B JieueOHaTa IMPaKTHKa U y Hac.

2. OsnansBaHe ype3 0e30MacHU JIEKapcTBa M Obp3a pexaOMIMTAIMs HA MHOKECTBEHHTE
OINTaKBaHUA W TMOPAXKCHHUA B PEIYJITAT Ha OCTpUA NPUCTHII — 6OJIKI/I, raiciHc 1M MNOBpPBIIAHEC,
I'bPUOBE, MPHUIATBIIN, ChpIIEONEeHEe, TIOBUIIIEHO apTepHaTHO HaIATaHe, 3aIekK, ape3n U mapanu3u
u ap. Ilpu omacHOCT OT pa3BUTHE Ha Mapain3a Ha JTUIIAHETO OOJHHUAT Ce MPEBEXK/IA B OT/ICIICHUE
3a MHTCH3UBHO JICUCHHMEC U CC€ IIOCTaBs1 Ha KOMaHIHO AJUIIAHE. HpI/I mape3n M Iapajin3nu Ha
KpallHUIIMTEe BeJHAra ce 3aloyBa pexaOuiuTanus , MpoBeXJaHa OT KuHe3uTepamneBT. Cren
CIIMPAaHC Ha MOBPBHUIAHCTO, AOPU da HAMA alCTUT, OOHHAT TpSI6Ba Jda npueMa B OJOCTAaTbYHU
KOJIM4YecTBa XpaHa Oorara Ha Bbriaexuapatd ( Mel, KOH(UTIOp, clajaka, KeleTa, IUJI0J0BU
COKOBE), MBJIHOIEHHH OenThIM ( HETIBCTO MECO, CHpeHe, MIIIKO, SiHIa) ¥ BIAKHHHU
(TmooBe,3eNeHyyIH, KapTodu, MBIHO3bPHECT X510 U Ap.). [Ipu ycrenrHo jgedeHne Ha OCTpUS
HOp(l)I/IpI/I‘-IeH NPUCTBII CTOMAIIHO-YPECBHUTC W NCUXUYHHUTC OIUIAKBAHUA MPEMHUHABAT H3LAJIO.
AKO Jle4eHHEeTO Tpu OOJHUTE C TMapalM3M € 3al0YHAI0 C TOJSIMO 3aKbCHEHHE, BBIIPEKU
OBJIAJIABAHCTO HA NPUCTHIIA, Bb3MOXKHO € TpaﬁHO HWHBAJIMIU3HUPAHC HA KpaﬁHHHHTe.



KakBo TpssOBa /1a ce 3HAae M ¢cna3Ba CTPOro B N3BBLHIOPUCTHITHUTE MePuoaun?

BonHuTe W IaTEHTHUTE HOCHTENM  TpsSOBa Ja ce XpaHAT peJOBHO, Ja H30ArBaT
TJIayBaHETO, KaTO XpaHaTa UM, KaKTO CIIOMEHAaXMe M MO-TOpe, BKIIOUBA MOBEYE BBITIEXUAPATH
1 OeNTHIM , a TO-MAJIKO Ma3HUHU. 3abJDKUTEIHO € H30ArBaHETO Ha KOHCYMAIIMsITa Ha BCSIKAKBU
AJIKOXOJIHM HANWTK{, BKIIOUMTENHO M Oupa. Haif-BaxHO oOaue € MBJIHOTO M3KIIOYBAaHE Ha
OITacHUTE JieKapcTBa. ToBa TpsiOBa Jja ce MOCTUTHE KaTO MAIlMEHTUTE ChOOIIABaT HA JICKYBAIIUTE
TH JIEKapHu 3a 3a00JSIBAaHETO CH OT MOPGUPHS M MM TPEIOCTABAT Ta3W KHUXKKA 3a CIpaBKa.
Tps6Ba na ce n30srBa CaMOJICYCHUETO.

[Ipy HAKOM 3>KEHM B CEIMHUIATa TPEeId MEHCTpyalusTa HACTBIIBAT BIJIOIIABAHUS.
OOWKHOBEHO Te€ ca JIEKH, HO € BB3MOXKHO J1a NPEACTaBJsIBAT HA4YaJOTO Ha mpucTthn . Te ca
CBBpP3aHU C NMPOMEHH B HHUBOTO HAa >KCHCKUTE IOJOBHM XOpMOHH. I[Ipu 9acT oT Te3um KeHu
YBEIMYaBaHETO Ha TpUEMa Ha BBITIEXUAPATH OKOJO cpelara M Kpas Ha IMKbBJA TOJTHCKA
arakure. [lpu apyrum OojdHHM TONOOpEHHE ce MOoJydaBa upe3 IBJITOTPaiHO MOJATHCKAHE Ha
OBYJIAIIUATA C XOPMOHAIIHY TIpeTnapaTy, KOUTO o0aye Ha MPAKTUKA MPETU3BUKBAT KIIMMAKTEPHUYM
C BCHYKH HETOBH MOCIIE/ICTBHSL.

[Ipe3 Bpeme Ha OPEMEHHOCT CHIIO MOJKE J1a Ce MPEIU3BUKA OCTHP MPHUCTHII, O-YECTO Tpe3
nppBUTE MecenH. lIpucThn MOXKe Ja ce pa3BUe W B IOCIEpOAOBHUs mepuoA. llanmeHTkw,
IpeKapaIl TaKuBa MPUCTHIIN, OM TpAOBaIo a ce KOHTPOJIUpAT MpPU OPEMEHHOCT M0-4ecTo. AKO
ce HajaraT TEpareBTUYHU MEpOTNPHUSATHS MPH TOKCHKO3a Ha OPEMEHOCTTa WIHM MpPHU CaMOTO
paxaaHe, TpAOBa J1a ce OCUTYpH NpuiIokeHue Ha "O6e3omacHu" nekapcrBa. He Ou TpsioBano na ce
npenopbuBa 3a0peMeHsiBaHE MpeAu HW3MHUHaBaHe Ha 18 wmecella OT MpeKkapaH MPUCTBHII.
CemeiicTBaTa, B KOMTO €IMHUAT OT MAPTHHOPUTE € C TakaBa Mopdupusi, TpsAOBa aa 3HAAT, 4e
CTaTUCTUYECKaTa BEPOSITHOCT JETETO Jla € Hocuten Ha 3abossiBaHeTo € 50%, HO ue MHOro ot
TeHHUTE HOCUTENIN OCTaBaT 0e3 MOPPUPUIHN CUMIITOMH TIpe3 LEIHsI CU KUBOT. V3BBpIIBaHETO
Ha aboptu npu mopdupHuky TpsiOBa Ja craBa NMPH CTPOTO CMAa3BaHE HA M3HCKBAHETO 32
aHecte3us ¢ "OezomacHU" nekapcTBa. 3a M30SATBaHE Ha OPEMEHHOCT IMAlMEHTKUTE He TPpsOBa Ja
M3II0JI3BAT OPATHUTE KOHTPAIETITUBHY IIPETapaTy.

[Tpu mpodecronanHaTa OpUeHTALUs € JKEJIaTeTHo Ja ce u30ArBaT npodecuu, CBbp3aHu ¢
NPOIBIDKUTENICH CTpeC WM B pabOTHA cpela C OPraHUYHU Pa3TBOPHUTENH (OCH3MHOCTAHIIUH,
rapaxu, OosypDKUU W 7Ap.). BoeHHata um moiureiickara mpodecun ChIIO ca HETOIXOISIIIH.
lonemuTe GU3NUECKH HANPEKEHHS, BKIIOYUTEIHO CIOPTHU (HAIpUMEpP MaparoH, IIBJTH
TYPUCTUYECKH TPEXOau U Jp.) TpsAbBa ma ce u3dsreat. Ilpu mo-mponbipkuTenHa (uznyecka
aKTHUBHOCT TpsOBa /Ja ce TpaBAT May3d W Ja ce TpUeMa XpaHa C BHUCOKO BBIVIEXUAPATHO
ChIbpIKaHUE.




PORPHYRIA CUTANEA TARDA

[IpeBeneHO OT JATMHCKU HA3BaHUETO O3HAuYaBa KbCHA KoXkHA mopdupus’. ,KbcHa”,
3alo0TO MPH TOBEeUeTo OONHH 3a00isiBaHETO ce m3sBsBa cien 40-roawimiHa BB3pacT. ,,KoxHa”,
3a1oTo, O0OJIHUTE ce OOpbBIIAT MBbPBO KbM KOXHHS JieKap (KOXKHUTE MPOMEHHU ca CJIEICTBHE Ha
YepHOIPOOHUTE, KOUTO 00aye B HAYAJIOTO HE BOJAT J0 M3Pa3€HU OIUIaKBaHMs). MHOTO MO-4eCcTo
OonenyBaT MbxkeTe. M3siBara Ha O6onectTa npenu 40-ToAUIIHA BB3pacT € psika, a IMpH Jela MHOTO
psaaxa. ToBa e Hal-pasnpocTpaHeHaTta mopupus B cBera, BKI. bearapus. Ilpennonara ce, ue
yectoTaTa i € okojo 1:5 000.

Kou ca nmbpBuTe npusHanu, Oe3nokosiiu 0oaHusi?  ToBa e cmomeHaTaTa MO-paHo B
HalMs TEKCT ()OToAepMATO3a OT epo3uBHO-0VJI03eH Tun. CamMo 10 OTKPUTHTE YACTH HA
TAJIA0TO — I'bp0a HA KMTKHUTE, JUIAHWTE U PLCTUTE, JUIETO, YIIUTE U BPaTa — ce NOSABABAT:

Epo3un (6GaBHO 3apacTBalid TOBBPXHOCTHH pPAaHWUYKH), TOJYYEHH CJel MHUHHMAIHO
0JIpacKBaHE WJIN ChBCEM JIEK ynap.

Mexypu ¢ pa3ianyHa rojeMuHa - OT IPOCEHO 3bPHO JI0 TaKUBa ¢ AUaMeThp 3-4 cM. [IbnHu
ca ¢ Ouctpa TeyHocT. HsamaT 3auepBeH BB3MaduTENeH Bajl U He ca Oosie3HEHH. BBp3MokHO € na
3arHosT. Pa3kbcBar ce WM CHOHTAHHO, WM OT CaMHUTe OOJIHHU, MPU KOETO OCTaBaT MO-MaJIKH WUJIH
M10-TOJIEMHU €PO3HH.

Epo3uute 6aBHO ce mokpuBar ¢_kadeHMKaBM KopuYkH. Te cbio ormaaar 6aBHo. Ha
MSICTOTO UM OCTaBaT MOPaBM 0eJie3d, KOUTO OIIle M0-0aBHO W3CBETIIABAT M CTABAT 0e1e3HMKABM.

B nmo-xbcHUTE eTanu ce ABsBAT T. HAP KOMEJIOHM (YEpPHHU TOUKH OT 3aIllylIEeHd OTBOPH Ha
MACTHH OKJIe3d) ©W MuJIHa (Oele3HUKaBU TMPOCEBUAHM OOpasyBaHHs —IPEICTABISBAIIN
MOBBPXHOCTHU MacTHU kucTH). KoxaTa craBa arpoduuHa — riazika, ThbHKa U JIbCKaBa.

ITo ckynuTe 1 OKOJI0 OPOUTHTE ce HAOII0AaBa IOBUIIIEHO OKOCMSIBaHe.

OO1m10 KOXkaTa 1Mo OTKPUTHTE YacTH Ha TSUIOTO € MO-THhMHO OIBeTeHa. ToBa KOHTpacTHupa C
[[BETA Ha 3aKPUTUTE OT IPEXUTE YACTH.

IIpy MHO3MHCTBOTO OOJHM 4YECTO CE€ YCTAHOBSBAT BCHUYKHM TOPECIOMEHATU IPOMEHHU
€IHOBpEMEHHO. Te ca MHOIO IMO-U3pa3eHu Ipe3 KbCHaTa IPOJIET, JISITOTO M paHHATa €CEH,T.C.
npeacrapiasgBar ¢orogepMarosa (3aBHCAT OT CIBHYEBOTO 00.1bYBAHE).

['opeonrcannTe CUMITOMH ca JOCTa HEMPUATHH 3a OOJHUS, HO TOBa, KOETO OM TpsOBaO
na Oyau TO-TOJsIMa TPEBOTa 3a CHCTOSIHHETO MY, a HMMEHHO HaIlpeaBalloTo YepHOIpoOHO
yBpexk/IaHe, OOMKHOBEHHO OCTaBa He3abens3aHo. ToBa 10 royisiMa CTENEH C€ IBJDKH Ha
0OCTOSITENICTBOTO, Y€ XPOHUYHHUTE YEPHOJPOOHH YBPEKAaHUS Ce pa3BUBAT OABHO, TOCTENEHHO, 03
aylapmupaiy ornjakBanud. [Ipomenute B uepHOpoOHaTa (QYHKIUS MOHSKOra c€ OTKpUBAT MpHU
CllydallHO M3CJeIBAaHE Ha KpPbBTa IO APYr MoBoA. UepHOJIpPOOHOTO YBpEkKJaHE MHHABa Ipe3
pa3BUTHE Ha XPOHMYEH XENaTUT W YECTO 3aBbpIIBAa C LUMpo3a. B mo-HampenHanure craguu
OOJIHUTE ce OIIaKBaT OT OTIMAJHAJIOCT, TEXKECT B JCHOTO TMoApedpHe, KopemMa H Jpyrure
CUMITOMHU Ha HaJIMYHaTa XpOHUYHA YyepHOpoOHa Oonect. Hepsako ce pa3BuBa IbpBHUYEH pak Ha
YepHUs APooO.

B ypunara u xpbpBTa ce HaOmMonaBaT cnenuguuH 3a 3a00JIsIBAHETO TPOMEHH B OOMsHATa
Ha nopgupuHuTe. JlMarHosara ce MOCTaBsl CbC CUTYPHOCT MMEHHO Upe3 TAXHOTO H3CIIEABaHE,
KOETO € OT M3KIIOYHMTEIHA T0J3a. TO MOXe JJa YCTaHOBH CaMOTO Hadajo Ha 3a00JsIBAHETO, AOPU
IIpeiu NosiBaTa Ha Hall-paHHUTE OIUIAKBAHUSL.

Ha kakBo ce 1b:km PORPHYRIA CUTANEA TARDA?

[Ipu ? ot OonHMTE, MPEAUMHO TE3U KOWTO ce pazboisBar mpean 40-ToAuIIHA BB3pacT
(BBIpEKH, Y€ HAKOU OT TSAX MOXe Ja ObJAaT W TO-BB3PACTHU) CH3UMHUSAT JACPEKT ce TIpeaBa
reHeTuyHo. Toll Moke Ja ce yCTaHOBM M B €PUTPOLIUTUTE, U B YEpHUsS ApoO olle B Hali-paHHA
BB3pacT. CnemoBarenHo tasu ¢opma e pamrina. Ocrananure ? cTpagaT OT T. Hap ,,criopagundHa’
dopma. Ilpu Tsx nuncea pamuiHO mpenaBaHe, a H3UMHUAT Je(eKT Bh3HUKBA MO-KHCHO CaMO B
yepHHUsT JApo0, BOJCHKH J0 ToleMd NOpGUPUHOBH HATPyNBaHUS B Hero. Ype3 KpbBTa
nopupHUHUTE ce pa3HacAT U3 IUIOTO Tsuto. OTiaraT ce W B KOKaTa , KbJAETO IMOJ JeHCTBHE Ha
CIIbHYEBATa CBETJIMHA NPEAU3BUKBAT OIIMCAHUTE NIO-TOPE IPOMEHH.




N npu ¢damunnara, u mnpu crnopaauyHata ¢GopMa TIaBHa poOJsl 3a Pa3BUTHETO Ha
3a00JISIBAHETO HA-yecTo WrpasT ABa BBHIIHU (akTopa C MPOIBDKUTENHO BB3IACUCTBUE —
CHCTEMHaTa, Makap M yYMEpeHa, HO MpOJBJDKaBalla C JECETHJIeTHs yHoTpeda Ha ajJKoXol M
xponnyHara xenatut C BupycHa undexus. [Ipu MHOTO OT mopdupHuIMTe Y HaC Te3u ABa (hakTopa
neiicTBar eHOBpeMeHHO. Hali-uecTo nmaneHTuTe npeacTaBisBaT T.Hap. ,,0MTOBH MUSIYKU~ U MOTaT
71a IPEyCTaHOBSAT yroTpedara Ha ankoxoi 0e3 ocodeHu 3arpyaHeHus. CpaBHUTEITHO MaJIKa 4acT OT
O0JIHUTE ca TICUXUYHO 3aBHCHUMH OT aJIKOXOJIA, T.C. MPHHAIEKAT KbM KaTerOpusiTa ,, XpOHHUYHU
QJIKOXOJIUIN .

[Ipu Heromsm Opol OT manuMeHTUTE 3a00JIIBAHETO € MPEIU3BUKAHO OT HEYMECTHO
npujaraHe Ha JeUeHHE ¢ Kes30 Wi KpbBonpenuBanus. Haii-uecto ToBa ca numna ¢ B-tamacemus,
KOSITO TIOTPEIIHO € OWja JUarHOCTUIIMpaHa KaTo jKelszojaeduuuTHa aHemus (p-ramacemusita e
TeHEeTUYHO TPEaBaHO HapylIeHHe B OMOCHHTE3aTa Ha XeMOIJIOOWHA, KOETO YeCTO MpoThuya 0e3
CEpPHO3HH OTUIAKBAHUS M CE OTKPHBA CITy4aiHO).

Hsikon manmeHTKu ca ynoTpeOsBaid OpajHH KOHTPAIENITHBHU CPEICTBA, KOUTO CHILO CE
pasriiekaaT Kato BhHIIEH (aKkTop, OTKIIFOYBAII 3a00JISIBAHETO.

Kakso gedyenne ce npuiaara npu PORPHYRIA CUTANEA TARDA

Topii KaTo CTPHYEBOTO OOIBYUBAHE Wrpae MHOTO BakKHA pOJIS 3a TOsBaTa Ha KOKHUTE
M3MEHEHHs, TO TPsIOBa Aa ce M30sArBa MaKCMMAaTHO 10 MPHKIIOYBaHE Ha JieueHuero. [IpenoppuBa
ce HOCEHETO Ha IIafkKa ¢ Mupoka nepudepus u JOpH ThbHKH pbhKaBuiy. TpsOBa na ce n30sATrBar u
TpaBMUTE (BKJI. MHUKpPOTpaBMHUTE) MO pbleTe. ToBa O3HauaBa, Y€ TPYAOCHOCOOHOCTTAa Ha
paboTteniure Ha OTKPUTO U (HU3NUYECKUTE PAOOTHUIM € CHITHO OrpaHuueHa. PaznumuHuTe Masuna ¢
MPOTEKTHBHH (DaKTOpH, abCOpOMpaIy CITbHYEBHUTE JIHUH, Ca HUCKO e(heKTUBHU. BBpXy epo3unrte u
MeXypuTe € J00pe J1a ce MOCTaBST CyXu NMpeBph3KH. [Ipu 3arHosBaHe ce yrnmoTpedsiBaT MEXJIeMH ¢
AHTUOUOTHUILIN.

KokHHTE M3MEHEeHHs 3aroyBar Jia ce MoJA00psBaT OTYETIMBO €/1Ba, KOraTo CE MPHIIOKAT
MEpKH HAaCOYEHH KbM HaMaJsiBAaHE HATPYNBAaHETO Ha MOp(UPHUHU B 4epHHUs 1pod. 3aroBa e
3abJDKUTEIHO TPAaWHOTO TpeKpaTsBaHe yYIOTpedara Ha ajKOXOJ, KOSATO TPH TOJSAMOTO
MHO3UHCTBO O0HM (Ham 85%) € OCHOBHHUAT (akTop 3a OOJECTHHTE MPOMEHH. AKO OOJHHST HE
OCBh3Hae, Y€ AJIKOXOJBT € OTKIIoYBaIlaTa 3a OojiecTTa My NMPHYMHA U HE CIpe AJKOXOJHATa
KOHCYMallusl, U3TJIEIUTE 32 TPACH JiedeOeH pe3yiITaT ca JOIIH.

MHoro BakHa poJis 3a MOBMIIEHOTO HATpylBaHe Ha mopdupuuu npu porphyria cutanea
tarda wrpae yBeNIMYEHOTO OTJIaraHe Ha Kes30 B uepHUs apos. JKenmesHute HaTpynBaHHS
JOMPUHACSAT 332 BH3HUKBAHETO Ha €H3UMHUS Jedekt. IMeHHO 3aToBa MeTo/a Ha U300p 3a JieueHue
Ha 3a00JISIBAaHETO MPECTABIsIBAT MACHBHUTE KPHBONYCKaHMs. Te ce MmoHacaT ydynBamo 1o0pe ot
narenTuTe. He ce pasBuBa anemusi. Ha KaKkBo ce 0CHOBaBa Jie4eHUETO ¢ KPbBONMYyCKaHus ?
[To-ronsiMaTa 4acT OT JKEISI30TO B OpraHM3Ma ce HamHpa B KPbBTa (TO € OCHOBHA ChCTaBKa Ha
XeMOTJIOOMHOBATa MOJieKyIa). OTHEMaHETO Ha OTPEENICHO KOJIUYEeCTBO KPbB (OOMKHOBEHHO TPH
enHa MaHumynaanus ce mycka 0.5 J KpbB) BOJH JI0 HEOOXOAUMOCTTa OT HEHHOTO BB3MPOU3BOJICTBO.
3aToBa € HyXHO Xem130. OpraHu3MbT U3TETII HEOOXOAUMOTO JKEJSA30 OT YEPHUS AP0O, KbIETO TO
€ HaTpyNnaHo B MOBULIEHHU KosndecTBa. Cie mopeanna oT KpbBONycKaHUs (Mexy oomo 2 u 6
JUTpa, B 3aBUCUMOCT OT WHAWBHIYAJTHUS MAlMEHT) YEPHUAT Ipo0 ce pa3ToBapBa OT U3JIHMITHOTO
xemns30. ToBa BB3CTAaHOBSBA HOpMaJIHATa €H3MMHA aKTHMBHOCT B TO3M OpraH, T.€. NpeMaxBa ce
SH3UMHHAT JAeDUIIUT W Ce JoCTUTa 10 o3/ApaBsBaHe Ha mnopdupusra. To Hamupa uzpa3 B
MOCTENEHHO M34Ye3BaHE Ha KOXKHUTE CHMITOMH, MONOOpsIBAaHE CHCTOSIHUETO Ha YEpHUs JIpoo,
MPELEHEeHO N0 ChOTBETHUTE MU3CIIEABAHMS M HOPMAIH3UpaHe HAa CUITHO TIOBUIIIEHUTE TOPPHUPUHU B
ypuHaTa u KpbBTa.

Jpyro neuenue Ha porphyria cutanea tarda e toBa ¢ nHucku no3u Chloroquin. Toit e
MPOTHBOMAIAPUIHO JIEKAPCTBO, KOETO € e(pUKACHO M MPH HAKOW 3a00JIIBaHUS OT Tpymara Ha
komarenosute ( lupus erythematosus, peemarouner aptput). EdekrsT My npu porphyria cutanea
tarda e ycranosen ciydaiino. B Bbearapus ToBa JekapcTBO ce mpojaBa moj umeTo Resochin
/Bayer/. Tlpu porphyria cutanea tarda mpenapaThT ce mpujara B MHOIO HUCKH 103U — caMo 2
IbTHU ceIMUYHO 110 1 TabaeTrka ot 250 Mg aueBHO! CTporo 3aIbIHKUTENHO € Ta3u J103a Jia He ce
IpeBUIaBa OT MOP(PUPHIINTE, TOPAIU PUCK OT Pa3BUTHE HA OCTPO YepPHOAPOOHO YBpekKIaHe ¢




daranen uszxoa. JlekapcTBOTO MoOANIOMara ,, M3Npa3BaHeTO” Ha MOPPHUPUHHUTE OT YepHUS IpoO.
CamocrositennHoto  jeuenue ¢ Chloroquin mma 3HauutenHo mo-0aBHO JeiicTBHE — OT
KPBBOIYCKaHUSTa KaTO NPOJb/DKaBa MHOTO Mecelld W JOopu moBeue oT 1 romuna. [lpu
HOBOOTKpUTHTE cliydan c porphyria cutanea tarda e yMmMecTHO CbYeTaBaHeTO Ha
KPBbBOINYCKaHHUATA ¢ HHCKH 1031 Chloroquin.

[Mpunaranero Ha NpOTHBOBUpYCHO JieueHue (Pegasys wmm Pegintron + Ribavirin) mpwu
HOcuTenuTe Ha XenatuTHus Bupyc C TpsOBa ma Obie 0OCHICHO C racTPOCHTEPOJIOT HPH BCEKH
OTJEJICH TAlMeHT M Jia ce MPOBEAe, aKo HsMa MPOTUBOMOKA3aHWS WIH JAPYTH OTPAaHHYCHUS.
XKenarenHo e To ga ce W3BBPIIM CIeA HM3JIEKYyBaHETO Ha mnopdupusra . [IperBapuTeIHOTO
OTCTpaHsSBaHE Ha JKEJIE3HUTE OTIIaraHus OT YePHHUS JAPOO Ype3 KPbBOIYCKAHHTA IIIe TOTIPHHECE 32
MOCTUTAaHETO Ha MO-YCIIEIIeH aHTUBUPYCEH JIe4eOEH OTrOBOP.

KakBo TpsiOBa fa cna3satr nopgupunure cjel nposeaeHoro Jjevenue? [lpu Bcuuku
MAlMEHTH, CIPENTH alKOXOJHAaTa KOHCYMallus, 4pe3 KPBbBOIYCKAHUSTA C€ MOCTHraT OTJIMYHH
pesynraru. [Ipu Hemanka 4acT oT OONHHMTE OOaye Cleja eIHa, JBE WM HIKOJKO TOJUHH Ce
NOSIBSBAaT OTHOBO NpHW3HANUTEe Ha Ooyiectra. Haif-uectara mpuumHa 3a TOBa € IOJHOBEHATa
yrnoTpeba Ha ankoxos. OT 3HaUeHHE ca M HeU3JICKYBaHUAT XpoHHUYeH xenaTut C, U HAIMYMETO Ha
damunaara opma Ha 3a0o0JisiBaHeTO. IMEHHO 3apaji CKIIOHHOCTTA OT PEIHIUBH, OOJTHUTE TPIOBa
Ja ce sIBSIBAT BEJHBXK TOJUIIHO Ha KOHTPOJHO HM3CieABaHe Ha nopdupunute. Upes ordernsizaHuTe
IpU TOBa M3CIENBAaHE MPOMEHH MOXE Jia ObJe YCTAHOBEH OIlle B HAYaIHHUS MY CTaauid T. Hap.
,OMOXUMHYEH’ pelUauB, T.€. TMOBTOPHO BJOIIaBaHE Ha TNOpPQHpPUHOBATA OOMSHA, KOETO
Ipe/lIecTBa TOsSBaTa Ha HA4YaJHUTE KOXKHHM OIUTAKBAHUS W BJIONIABAHETO HA YEPHOIpPOOHATA
¢ynkums. ToraBa kparkorpaiiHOTO Jedenue ¢ Chloroquin wim KpbsBOMycKaHHs IIe MPEIOTBPATH
WCTUHCKUS, ,,KITUHUYEH  PELH/INB.

Koxuau npomenn npu PORPHYRIA VARIEGATA
u BPOAEHA KOINPOITIOPOUPUS

Te3u nBe 3a0oisiBaHMsA ce M3SABSABAT C OCTPU MOpdupHyHN npUCThIH. Te obaue morar na
npoTuyar M C KOXHHU CHUMIITOMH, KOUTO C€ IOBbJDKAT Ha OTJOKCHHU B KOXaTa HOp(bI/IpI/IHI/I.
CreioBaTEIHO, BAKHO € JIa C€ 3allOMHH, Y€ MMPHU HATWYMETO HA KOXKHU OIUIAKBAHUS MPU TE3U JBE
HOp(l)I/IpI/II/I CbIICCTBYBA U PUCKDBT OT PA3BUTHUEC HA )KUBOTO3aCTpaAlllaBaAlllUTC MMPHUCTBHIIHA.

Porphyria variegata e tperata mo decrora nmopdupust y Hac ( ciex porphyria cutanea
tarda u ocrpa muTepmuTHpamia mopdupus). Variegata o3HauaBa, ye TS MOXE Ja BapHpa,
NpPE/ICTaBSIMKA Ce KAaKTO C XapaKTEpHUTE 3a MPUCThIA SBJICHHS, Taka U ¢ (oTomepMarTosa OT
epo3uBHO-Oyno3eH Tur. Koxxuure npomenu npu porphyria variegata mo HuIIo He ce pa3au4yaBar OT
BeYe omucaHuTe mpu Porphyria cutanea tarda. Beuuku Gonam ot porphyria variegata B bearapus
HMAaT KOXHH OIUTaKBaHUSA OT CbIIWA THUII — JICCHA PAHUMOCT, €pO3uUU, MCXYpPH, Ka(beHI/IKaBI/I
KOPHYKH, MOPaBH U OeJIe3HUKABU Oelie3H, MOBUIIEHO OKOCMSIBAHE Ha CKynuTe U Ap. Jlocta oT Te3u
6OJIHI/I HC Ca UMAJIM HAKOT'a MPUCTBIIN, T.C. IIPU TaKUBa OoJtHU JABETEC 3a6OJI$IBaHI/I$I Cca HEpa3InIMMu
€HO OT JPYro caMo 10 HAIMYHUTE KOXKHM HW3siBH. ToBa Hajara 3aJbJDKHTEIHO M3CIICIBaHE Ha
noppuprHOBaTa 0OMSIHA B CIICIIMATM3UPAHO 3aBE/ICHKE, 32 J]a CEC MOCTAaBH TOYHATA JMArHO3a.

JleyeOHMTE MEpKU TpU JBETE 3a00JsIBaHUS ca ChBCeM pa3nuuHHu. KpbBOmyckaHusTa |
Chloroquinst, xouTo ca Bucoko edexTHBHHU mpu Porphyria cutanea tarda, ca Ge3pesyaraTHu npu
porphyria variegata. Masunara ¢ ¢oro3amutHu (HaKTOpH U TPHU JBETe OOJECTH HE ca OT 0coOeHa
nos3a. Jlokato mpu porphyria cutanea tarda B pesynrar Ha JieYeHHETO MOXE Ja C€ KOPHUTHpa
CH3UMHUAT JeeKT M KoXkara Ja ce OCBOOOJM OT OTIOXKeHuTe mnophupuHu, mpu porphyria
variegata edukacHata eH3MMHA KOPEKIMSI € HEBB3MOXHA M CKIOHOCTTa KbM €PO3HBHO-O0YIIO3HU
NPOMEHH T0JI BIMSHUETO Ha CI'bHYEBATA CBETIIMHA OCTaBa HEMPOMEHEHA JI0 Kpas Ha JKUBOTA.
[Topaau ToBa OCHOBHOTO, KOETO MOJXKE JIa C€ MPHJIOKH MPU TOBA 3a00JsIBaHE ca POPUIAKTUIHUTE
MEpKH — H30sirBaHE Ha CIIbHUEBOTO OOJBbUBAHE M TpaBMUTE MO pbliere. ToBa mpenrosara
noaxo/ma npo)eCuOHANIHA OPUEHTAIlHs, KOETO 32 ChKaJICHHEe HE BHUHArM € BB3MOXKHO MpPHU
MAlUEHTHUTE C MO-HUCKO 00pa30BaHMUeE.

Bponenara konponopdupusi e MHOTO psiiko 3a0oisBaHe. To4yHaTa JAMArHo3a, KakTo M
IpU BCUYKH OCTAHAIM MOPPHUPHU, MOXKE Jia Ce MOCTaBH CaMO B CICIUAIU3UPAHO 3aBEICHUE.




OcBeH OCTpUM MPHUCTBIIM, P HYaCT OT OOJHUTE MOXKE Ja HUMa U CPaBHUTEIHO JIEKU
¢boTorepMaTO3HN MPOSIBM — TOBUIIEHO OKOCMSIBaHE IO CKYJIUTE M OKOJIO OYHHTE OPOUTH H TIO-
ThMHA MUTMEHTAIMS Ha KOXKaTa M0 OTKPUTHUTE YacTh Ha Ts10To. U Tyk, mo momobue Ha porphyria
variegata, MepkuTe ca npean BCHYKO MPO(UITakTHYHH — N30srBaHe Ha CITbHYCBOTO OOJIbUBAHE.

Ome BeaHBK OoOpbIIaMe BHUMaHMe Ha OomHMTe C porphyria variegata um BpojeHa
KOIporop@upusi, KOUTO MPOTUYAT C KOKHHU CUMITOMHU, Y€ 3aIulaxara OT OCTbp IMPUCTHII BUHATH €
Hammie. ToBa o3HauaBa CTPUKTHO ChOOpa3siBaHEe C paspemieHuTe W 3a0paHEeHUTE JIeKapCTBa,
npeactaBeHu B pazzaen Il1, penqoBen npuem Ha pazHOOOpa3Ha XpaHa C JOCTAThUHO BBIIIEXHUIPATH,
n30ArBaHe Ha TJAAyBaHETO, JUETHTE 3a OTciaabBaHe, ajKOXo0Ja, OpPAJTHUTE KOHTPAlENTHBHU
CpezcTBa M MpeKoMepHaTa (pu3nIecKka ymopa.

EPUTPOIIOETHUYHA NPOTONNOPDOUPUSA

[Tpuema ce, ye epuTpONIOETHYHATA TPOTONOPGHUPHS € TBBPJIE PAAKO 3a00ssiBaHe. BeposTHO
TOBA HAWCTUHA € Taka. AKO o0ade OM OMIIO BE3MOXKHO J1a c€ U30pOST MAIlUCHTHTE C MIOCTaBEHA OT
JIepMaToJIO3UTE JUArHo3a ,, CYbHYEBA aNeprus’, HO BCHIIHOCT CTPAJalld OT epUTPONOeTHYHA
nporonopgupus, To noppupusaTa He Ou Onila CYUTAaHA 3a TOJKOBA pAAKA. 3a ChKaJICHUE, TaKaBa
I'bJIHA TIPEOLIEHKA Ha JUAarHO3WTE € HeBb3MOXKHA. HsiMa chbMHEHHe oOaue, ue epuTporoeTHYHAaTa
IPOTONOPGUPHUST YECTO CE JUATHOCTHIIMPA MOTPEIIHO KaTO aJlePrHsl.

[IpomenuTe pu epUTPONIOETHYHATA MPOTONOPGUPHS HAMAT HUIIO OOIIO C aNeprusiTa, a ce
IBJDKAT Ha OTJIOXKEHUs B Koxara mpoTtonopupud. Toa e pesdyntar Ha (aMHIIHO yHacieIeH
er3uMeH jaedekT. [IpoTonoppupuHbT ce HaTpynBa B CBPHXKOJIMUYECTBA B €PUTPOIUTUTE OLIE NPU
CB3psIBAHETO UM B KOCTHHS MO3bK. MemOpaHaTa Ha HUPKYIUPALINTE €PUTPOLIUTH JIECHO JOIMyCKa
MIPEMUHABAHETO Ha MPOTONOP(UPHUH B KpbBHATA IUIa3Ma, OTKBJETO TOW IMoMaja B Kokarta. Tam, mon
BIMSIHME Ha CI'bHUYEBOTO OOJBbYBaHE, CE€ pa3BHBAa EpUTEMHOEIEMaTo3HaTa (oToJepMarosa,
XapakTepHa 3a 3a00JIIBaHETO.

Bonecrra ce m3siBsSiBa omie B paHHa BB3pacT. YecTo MpH IBPBHUTE IMO- MPOIBIDKHUTEITHU
u3naraHus Ha 0e0eTo Ha CI'BHIIE TO 3al0YBa JIa IUiaye, 3alloTo 10 OTKPUTUTE YacTH Ha TSJIOTO MY,
Haif-uecTo Mo JMIeTO W T'bpOa Ha JUTAHUTE W TMPBCTUTE, CE pPa3BHBAa CHPOANIO M OOJIE3HEHO
3a4yepBsBaHE C OTOYEH Xapakrep. To mpeMuHaBa OBP30 CIEI KaTo ce MPEeKpaTH W3JaraHeTo Ha
cipHIe. Cren mopeania OT TaKWBa €MHU30M 00ade KokaTa MOCTENEHHO 3arpyosiBa, HOpMAIHUTE
I'bHKHM CTaBaT 1O HM3Pa3eHH, OKOJIO YCTHHUTE c€ HaONIo/aBaT paJualHd HaOpas3asBaHUS U JOPH
paraau (OOJIE3HEHU LIEMBaHMUS HA KOXKaTa), a IUIOCTHATa KapTUHA HAa OTKPUTHTE YacTH Ha TSUIOTO
JOHSKBE Hao100sBa MOPTOKAIOBA KOpa. bOHUTE MHCTUHKTUBHO M30ATBAT CI'BHIIETO M MHOTO OT
TSAX CIIOHTAHHO CE€ HACOYBAT KbM IMPO(ECHH, KOUTO Ce MPAKTUKYBAT B 3aTBOPEHU NOMeIIeHus. Te3u
OT TsX 00aue, KOUTO PabOTAT Ha OTKPUTO CHUCTEMHO CTPaJaT OT FOPECIIOMEHATUTE KOKHHU TPOSIBH,
KOUTO HE TOKa3BaT TEHICHIHMsS KbM OTclabBaHe. Bce mak, HMKOra HE ce JIOCTUTA JI0 TEXKKHU
00e300pa3siBaHMsI.

Jlnarmosara epUTpPONOETHYHA MPOTONOPGHUPHUS Cce TOCTaBsl ¢ aOCOJIOTHA CUTYPHOCT Upe3
YCTAHOBSIBAHETO HA CHIJIHO TIOBUIIIEHH CTOMHOCTH Ha €PUTPOLMTHHUS npoTonopdupuH. M mpu ToBa
3a00JsiBaHEe MMa JJATEHTHU HOCHUTEM Ha EH3UMHUS 1e(EeKT, YUHTO MPOTONOPHUPHUH € HOpMaJIeH, HO
TE€ MOTar Ja mpeaBar 3a00JsIBAHETO HA TIOKOJIEHUETO CH, KOETO Ja 0oJemyBa.

W npu tasu mopdupus masmnata ¢ (oTo3amUTHH (PaKTOpH HE ca 0co0eHO e(duKacHH.
ChInecTByBaT Ipenapard, ChAbPXKAIIKA TOJEMH KOJWYECTBA [-KapOTHH M CHHTETHYHUS KapOTHUH
KaHTaKCaHTWH, KOUTO ce mpuemar BbTpemrHo. CIIOMEHAaTHTE BeIIecTBa C€ OTJaraT B KOXKara,
NpUIABaiKK M OPOH30BO-)KBJITEHHKAB OTEHBK, KOWTO Hrpae poJsTa Ha LIUT CpElly CIbHYEeBaTa
ceeTnuHa. EPeKThT OT Te3n mpenapartu € JocTa CIOpeH, a U KBbITEHUKaBaTa OI[BETKA HA KOXKaTa He
ce BB3NpHeMa 100pe oT MHOTO OoT OoHMTE. [IpemnapaTtuTe He ce BHACST y Hac.

IIpu noBeueTo OOJIHM E€PUTPONOETHYHATA MPOTONOPPUPHUS UMa JOOPOKAUECTBEH BBHPBEX.
Bb3noxHo € npu yact oT 60HUTE a MMa Jieka aHeMus. Yecrta e xIpyHOKaMeHHarta 0osect. MHOro
OT MAIMEeHTHTE BBh3MpPUEMAT MpodiIeMa CH €TUHCTBEHO KaTO KO3METHYEH.



l'onsmara rpo3siia omacHOCT MpPU EPUTPONOETHYHA NPOTONOPPHUpPUS € pa3BUTHUETO Ha
TEXKO UYEpPHOAPOOHO YBpEKIaHE, NPH KOETO >KJIBYHUTE KaHalueTa Ce 3allylIBaT OT OrPOMHHU
KOJIMYECTBA MPOTONOPpGUPHUH. YBPEKIAHETO HAmpeaBa B PAMKHTE Ha HAKOJIKO Mecela M OOJHUTE
3aruBaT OT 4YEpHOApPOOHAa HENOCTAaThYHOCT. EnuHCTBeHaTa e¢ekTuBHa JiedeOHAa MspKa e
U3BBPIIBAHETO HA YEPHOAPOOHA TPAaHCIUIAHTALMA. 3a LIACTUE, TOBA YBPEKIAHE CE Pa3BUBA CaMO
pu 5 — 10 % ot GosHUTE, KATO MPUYMHUTE 3a BB3HUKBAHETO MY HE Ca U3SCHEHHU.

BPOJEHA EPUTPOITIOETHYHA IHOPOUPHUSA

Ta3u Haif-rexxko mnpoTuyama nmophupus € 3a MacTHe HaW-psSaKo cpemjaHara (cien
iyMbonopgupusTra, OT KOSTO B CBETa ca ChOOIICHH caMO HAKOJKO ciydas). DoTomepmarosara,
IbJDKAIla ce Ha OTPOMHUTE KOJIMYECTBA OTIIOKEHH MOPQHUPUHILIIPH BPOJCHATA EPUTPOIIOSTHYHA
nop¢upus e 0yI03HO-yIIEPO3HO —HEKPOTHYHA, T. €. ThKaHTa I0]] pa3BUBAIUTE CE MEXYPH € CHIIHO
pa3s3BeHa 10 HEKpOTU3UpaHe. 3a00sIBaHETO 3all0¥Ba B paHHA JIeTCKa Bb3pacT. KoxXHUTE TpoMeHH
ca 10 OTKPUTHUTE YacTu Ha Ts0To. [loBeueto oT mexypure ca roiemu. Cieq pasKbCBaHETO CH Te
ocTaBaT AbJIOOKH, MHOTO OAaBHO 3apacTBaIlly s3BH. BaBHOTO 3apacTBaHe W 4ecTOTO MH(EKTUpaHE Ha
S3BUTE BOJAT J0 TEKKH 00e300pa3siBaHus. PazBuBamuTe ce 1o JUIaHUTE U MPBCTUTE Pa3s3BSIBAHUS
NpeIU3BUKBAT TpailHU Jedopmanuu. Bb3moxHOo € nga ornagHar nenu ¢amanru. CuiaHO ce
00e300pa3sBaT u Oy3uTe, HOCA , YIIUTE U YCTHUTE. MIMa OMacHOCT OT OcJernsBaHe, ako ce 3acerHar
cknepure. [lophupunu ce oTiarat He camo B KOXkarta, HO U B 3b0UTE, KOUTO ca Ka(sBO-YEPBEHHU.
Pa3BuBa ce u3pa3eHo OKOCMsABaHE [0 OTKPUTUTE YaCTH Ha TSUIOTO.

[Toppupunure B KOXKaTa MPOM3XOXKIAT OT XeMOJU3upaiautre ( paspylIdwiud ce
MIPEKIEBPEMEHHO) epUTPOLUTH. Te ca CBpbXIIPETOBAPEHU C MOPPHUPHUHU OILE ITPHU Ch3PSABAHETO CH B
KOCTHHA MO3bK. [louTH mocTosiHHata xemousin3a ( pasmajaHe Ha MPETOBApEHUTE ¢ TOPPUPUHH
EpUTPOLIUTH) BOAM 1O HU3pa3zeHa aHeMmus. [loHskora xeMmosMs3aTa HAcThIIBAa HMPHUCTBIIHO, KOETO €
KUBOTO3acTpamaBauio. B pe3yiarar Ha xeMonu3aTa CHJIHO C€ yBeJIMYaBa CJe3Kara, KOETO OT CBOS
CTpaHa 3aJbJI00YaBa aHEMUATA, a BOAU U 10 HaMalsiBaHe Ha TpoMmOouutute. [locnenHoro e npuunHa
3a TEKKH KpPbBOU3IUBU. XEMOJIM3aTa BOJU U 10 OTJIATaHE HAa MHOTO KN30 B YEpHUS P00, KOETO
BJIOIIAaBa HEeroBaTa (QyHKIIHS.

BonauTe OT BpojeHa epuTpomnoeTHyHa nopdupus TpsOBa ChBCEM CTPOTO Ja H30ATBaT
cllpHYeBaTa cBeT/IMHA. KOJIKOTO M orpaHuuaBamio jaa 3By4YH, T€ TpsAOBa Ja W3IU3aT HaBbH CaMo
Beuep, a Mpe3 JeHs Ja 3aCEHUYBAT MPO30PIUTE CH C IIIBTHU 3aBecu. KokHuTe mpoMeHu TpsaOBa Ja ce
JIEKyBaT aKTHMBHO B CAMOTO Ha4yasi0.BBHHIITHO M BBTPEIIHO ce YIOTPeOsBaT aHTHOMOTHUIIH 32 MO-0Bp30
3a3/IpaBsiBaHE HA KOKHUTE s13BH. [Ipy 4eCTH XeMOJIUTUYHH MTPUCTBIIN CE€ MPUOATBA 10 XUPYPTUUECKO
OTCTpaHsBaHE HA CJIe3KaTa, KOETO UMa JOOBp e(eKT.

Ha nacrosimms eram ToBa € eQMHCTBEHaTa MOp(UPHS, MPU KOATO MMa IMO-O0emaBaIiu
U3rJIeIN 3a yCIIElIHA TeHHa Tepanusd. BeposTHO ToBa 1€ ce MOCTUTHE Ype3 TpaHCIUIAHTalUs Ha
KOCTEH MO3bK WJIU CTBOJIOBH KJIETKH.



