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JUATHO3A, JIEYHEHHUE U TPOCJIEJABAHE HA BOJIHA C TIOP®UPUHN

Jluaznocmuuen u mepanesmuuen aneopumvm (KOHCeHcyc)

3HAYEHUE HA TIOPOUPUNTE 3A 3/IPABEOITAZBAHETO

[Topdupunre ca cpaBHUTEIHO peIKy 3a00sIBaHus. JIUIICBAT HaIeXKTHN TAHHU 3a ASHCTBUTEIHATA UM YECTOTa.
BbH oT chbMHeHHe e obade, e MPOTHYAHETO ¢ KIMHUYHH M3SBM HA BCHUKHTE 7 THUIA MOPQUPHU B3ETH 3a€HO HE
HaaxBepis yectora oT 1:1000. Benpeku ToBa mophuprunTe MMaT 3HAUNMOCT 3a O0IIECTBEHOTO 3paBeorna3Bane. s ce
00ycnaBs OT CIETHOTO:

® [IpakTHKaTa CHCTEMHO JIOKa3Ba, Y€ T€ CE CPEIIaT 0-4eCTO, OTKOJIKOTO JICKYBAIIUTE JIEKAPH TH OYaKBaT.

® MHO3UHCTBOTO OT OOJTHUTE Ca B TPYAOCIIOCOOHA BB3PAcT.

° [lopaau HEZOCTAaTHYHOTO UM IO3HABAHE OT KIMHHLHMCTHUTE, HEPSKO CE JOMYCKAT JUATHOCTUYHU TPEIIKH,
KOUTO BOJISIT JIO TEpaAIeBTUYHU Hebaromnomyuns. He nuncsar ciydan, Korato B pe3y/irar Ha HEMPaBHIIHO TIOBEJICHUE Ce
JIOCTHTA JI0 TPAHHO MHBAIUANZUPAHE WM CMBPTEH M3XO0, IPH KOUTO KIIMHUIIMCTUTE JIOPU HE Ca IPEATIoNaraiy Halndue
Ha TOPQHUPHSL.

* [Ipu Haii-yecTo cpelaHnTe MOpGUPHUH HEPAAKO Ce pa3BHBa II'PBUYCH PaK HA YepHHS Apo0, KOeTo OU MOIIOo
Jla ce TMPe0TBpaTH Ype3 paHHa TMArHOCTUKA U JICYEHUE Ha MOpUpPHUsITA.

® [Ipu MHOTO GOJIECTHH CHCTOSIHUS Jr(hepeHnraIHaTa JUarHo3a Hajlara M3KJII0UBaHe Ha Bb3MOXKHA TIOPHHPHSL.

OIIPEJIEJIEHUE M HAM-OBILIA XAPAKTEPHCTUKA HA [IOPOVPUUTE

[Mopdupuute ca xeTeporeHHa rpyma BemeCTBOOOMEHHH 3a0o0siBaHUSA. B OcHOBaTa Ha BCsAKa OT CEIEMTE
Nnop(hHUPHUU CTOM BPOZICH WIIH IPUAOOUT AE(HULIUT HA TOUHO ONPEAENICH €H3UM OT OHOCHHTe3aTa Ha XeMa. B pesynrar Ha
Ch3/IaJICHUS] METa0OJIMTEH OJIOK Ce HATPYIBaT MEXKIMHHH IPOJYKTH Ha OOMsHATa, KOMTO 00yciaBsT TBbpje Oorara
cCHUMITOMAaTHKa. MHOTOo0Opa3ueTo Ha KIMHUYHHTE HW3SBU NPU NOPOUPUHTE TM XapaKTepuzupa KaTo
MYATHIMCIUIUIMHAPHA 001IaCT (BK. THArHOCTHYHUTE KPUTEPHH NP MOPGHUPUHTE B ITOCIIEIBAIIIOTO H3NIOKEeHHE). Bermyukn
nop¢upuu odaye, B HO-roJsIMa WK HO-MaJIKa CTeNeH, UMaT raCTPOSHTEPOIOTHYHH actieKTu. [Ipr MHO3MHCTBOTO O0IHU
racTPOCHTEPOJIOTHYHUTE CUMITTOMH Ca BOJICIIIH, a Hal-pa3npocTpaneHara nopgupusi - porphyria cutanea tarda - npornya
C MPOrpecHpaIo XpoOHUYHO YepHOAPOOHO yBpexaaHe. HecirydaitHo 3BeHaTa crielMajIn3UpaHd B AWArHOCTHKATA U
JEYEeHHUETO Ha MOp(HUPUUTE YECTO Ce HaMUpaT B raCTPOCHTEPOJOTMYHHM KIMHMKHU. [lopanm ToBa, BBIPEKH
MYJITHIUCHUIUIMHAPHUS XapakTep Ha MOPQUPHUUTE, YMECTHO € KOHCEHCYCHT OTHOCHO JIMarHOCTUKATA, JICUCHUETO U
JUBITOTPAHOTO MPOCIIeIIBaHE Ha OOTHNUTE OT TE3H 3a00IISIBAHIS J1a Ob/1e IPE/UI0KEH HIMEHHO OT TaCTPOCHTEPOJIOTHYHA
KJIMHHKA ChC 3BEHO, CIICIMAITM3UPAHO B ChOTBETHATA O0JIACT.

[Topdupunre ce pa3aensaT Ha YePHOIPOOHU U EPUTPOIIOSTHYHU B 3aBHCUMOCT OT TOBA JIaJIM €H3UMHHUAT OJIOK,
T.¢. a0HOPMHOTO 00pa3yBaHe Ha MEKIMHHU META0OJIUTH, € B USPHUS IPOO WIIM KOCTHHS MO3BK.

UepHoapoOHU OphHUpHN ca CIEAHUTE:

® Ocrpa HHTepMHUTHpAILa NopHUpHs

® Porphyria variegata

® BpozeHa konponophupus

° [Inymbonopdupus

® Porphyria cutanea tarda

Eputponoernynn nophupuu ca ciaeaHuTe:

® EpurponoernyHa npotornoppupust

® Bponena eputponoetnyna nopdupus (6onect Ha Giinther)

C m3kIIr0YeHKE Ha HsKoW (popmu Ha porphyria cutanea tarda, BCHYKH OPPUPHE Ca TCHETHYHH 3a00JISIBAHHUS.
Bponenara eputpornoerndHa nopGUpHst ¥ BEpOSTHO H3KITIOUNTEIHO psijIKaTa IyMOonophHpHs ce mpe/iaBaT aBTO30MHO-
PELIECUBHO, a OCTAaHAINUTE aBTO30MHO-JOMUHAHTHO.

ColiecTBeHa 0COOCHOCT B IaTOreHe3ara Ha BPOJACHUTE MOP(GUPHH €, Ye IIPU MHO3SMHCTBOTO I'€HHU HOCHTENIN
SH3UMHHUAT JIeEeKT caM 10 cebe CH He € IOCTaThUYeH 3a KIIMHUYHATa U3sBa Ha Oosectra. HeoOxonmmo e Bb3aeiicTBre
Ha JIOIIBJIHUTENIHN €K30TeHHH NPUYMHHU (JIEKapCTBa, ajKOXOJl, CIbHYEBO OONBYBAHE M JIP.) WIIM €HIOTeHHH (akTopH
(xopMOHanHU KoJeOaHusi, OPEMEHHOCT), 3a Ja MpeMUHe 3a00JsIBAHETO OT JIATEHTHO B NpOsiBeHO. ToBa npaBu
narorenesara Ha op@upuuTe 0COOCHO CIIOKHA, ThH KaTo T€ Ce OKa3BaT HE CaMO I'€HETHYHH, a MHOTO(AaKTOPHH
3200 IsIBAHUSI.

JokaTo MexIy HAKOM OT MOp(QUPHUTE MMa 3HAYUTEIHO KIMHUYHO CXOJCTBO, OMOXMMHYHUTE IIPOMEHHU MPU
OTJEITHUTE HO3OJIOTMYHM €IMHHIM MMAaT JO MHOTO rojisiMa cTemneH cnenupuyeH xapaxrep. [lopaau ToBa,
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crenuaIu3upanuTe JabopaTOPHU U3CIEABAHUS ca NPUAOOUIM pelllaBalla poiisd Y MOCTaBsIHE Ha TOYHATA JUArHo3a.
3HayeHHeTo Ha NMPOQUINPaHUTE 3BEHA € 0COOCHO CHIIECTBEHO, Thl KAaTO 4Ype3 TAX CE OTKPUBAT CBOCBPEMECHHO M
JIATEHTHUTE HOCHUTENN U3MEXIy KPbBHUTE POIHUHH HA OOJIHHUTE KaTO CE N3CIIEABA CH3UMBT, KOHTO € Ie(QUINTEH NpH
ycTaHOBeHaTa MOpQHUPHSL.

ITopanu ToBa, 4e nophHUpUNTE MPEACTABISABAT CPABHUTEITHO 000COOEH ST OT MEAULUHCKOTO IO3HAHUE, IPH
HIOBEYETO CIIydad NMPOQUINPaHHUTE 3BEHA IIPOBEKAAT H JICUCHHETO, M ABITOTPAHHOTO HaOIIoAeHHe Ha OOTHUTE.

JUATHOCTNYEH U TEPANIEBTUYEH
AJITOPUTHM ITPH ITOPOUPHUN, ITIPOTHYAIIN C OCTHP ITPUCTHII

C nopdupuyeH NPUCTBII IIPOTUYAT TEHETHYHO NpeAaBaHuTe 3a00JABaHUS OCTpa MHTEPMUTHpAIIA ITOPOUPHS,
porphyria variegata, BpojeHara Konpornopupus 1 M3KIIOUUTENHO psjakaTa miymbonopdupus. [Ipucrenure, ¢
U3KITIOYCHUE Ha Te3H MPH IUTyMOonophupus, ce pa3BUBaT MO MPaBMWIIO cieq mybepTeTa.

I.  AHaMHECTHYHHM KPHTECPHH 3a IUarHosara.

1. OnnakBaHus, opOPMSILIM TACTPOCHTEPOIOTHYCH CHUHAPOM: KOPEMHHU OOJKH C pa3zHooOpaszHa
XapakTeprcThKa (IU(y3HH WM JIOKATM3UPAHHU, OCTOSHHH MM KOJIMKOOOPa3HH, HPaAUMPAIIH WM HEUpaIuHupaIyd B
OTIpeIeNICHH TTOCOKH), TafIcHe, TOBPBILaHe, 3aleK, CyOomeyc.

2. OmumakBaHus, 0QOPMSIIM HEBPOJOTHYCH CHHAPOM: OONKM B MyCKyJaTypara Ha KpalHHUIUTE, Tbpoa,
IPBAHMSA KOII X KPBCTA; MyCKYITHa ClIab0CT, ACIIEHACHTHO pa3BHUBALIH CE IIape3H U MapasIu3y Ha KpaiHHHULUTE; CCTUBHH
HapyIIeHN; TbPYOBE U eNMIICNITH(OPMEHH ITPHUITAIbIIM; 33/IyX OT Pa3BHUBAlla CE Tapan3a Ha AuXaTenHaTa MyCKyIaTypa;
IPOSIBU OT CTPaHa Ha 3aCETHATH YEPENTHO-MO3bYHH HEPBHU (Iucdarus, au3aprpus, aQoHus, BpeMEeHHa CIeNoTa).

3. OmmakBanus, 0QOPMALIIM ICUXHICH CHHAPOM: Jenpecus, 0e3cIOKOHCTBO, TPEBOKHOCT; YaCTHIHA HIIH
IIBJIHA JIC30PUEHTHPAHOCT (BKJL. JETTUP M aMEHITHSA).

4.  Jlpyru olulakBaHHS: OTIIAJHANOCT, AU3YPUYHU CMYILECHUS, ChbpLeOHeHe, B PeIKH CIydau JUapusl.

5. UYepseHa ypuHa.

6. JlaHHHM 3a IpeIIECTBAIIO BB3ACHCTBUE HA CICAHUTE OTKIIOYBAIIY PA3BUTHETO HAa MPHUCTHIIA (PaKTOPH:

* [TopduprHOTEeHHY NIEeKapcTBa: BCHUKH 0apOuTypaty; “onacHu’” antruonotuiy (Doxicyclin, nedanocnopunm,
makponuy, Tubocin, Cycloserin, Nizoral, Ketoconazol, Griseofulvin, u 1p.); Bcuuku cyndoHaMu/I1; aHTUKOHBYJICAHTH;
MHMPa30JI0HOBH NPETapaT; eCTPOreHH U MPOrecTareHu, BKI1.OpajIHu KoHTpatentusu; Butasolon, Diclofenac, Piroxicam;
Verapamil, Nifedipin, Diltiazem, Rethizid, Chlofazolin; Furanthril, Spironolacton; antuaenpecanTy 1 TpaHKBUJIN3ATOPH;
Cerucal, Spasmalgon, No-Spa; eproramunoBHu npernaparu; Dimenhydrinat, Clemastin, Synpramin; Mercaptopurin,
Methotrexat, Myleran, Tamoxifen u ap.

* Bpb3Ka Ha MPUCTHIIA C MCHCTPYAITHHS IUKBIT; OPEMEHHOCT.

* [manyBane, HelOXpaHBaHe, OCTpa (PU3HYECKa PeyMopa.
* CKOpO MpeKapaHa Wik HaTHIHa HHQEKIIUS.

® AJIKOXOJI.

II. ®wusukamHa HaxoAKa.
1.  BonesneHocT npu nanmaiys Ha KopeMa ¢ Bb3MOXKHa JieKa PUTHIHOCT, HO 6e3 nedanc.
2. U3paszena B pa3nuyHa CcTeleH (B 3aBUCHMOCT OT JaBHOCTTA HA MPOMEHHUTE W MHIUBHIyaTHUS OOJICH)
nepudepHa (Bsia) WK LIEHTpaJIHA HEBPOIATHSI.
3. Taxuxapaus U XUNCPTEH3HUS.
4. B Haxou cmy4yan cyO(peOpHITHOCT.
5.  Ilpwm 3amouBamia napanusa Ha AMXaTeJHaTa MyCKyJaTypa OTCIabBar IIachT U eKCIHPUYMBT.
[TenHOTO pa3BUTHE HA KJIMHUYHATA KapPTHHA OTHEMA 2 - 4 CeAMMIIH.
[I. O6uwm 71a60paTOpHU U3CICBAHHS.
He ce ycranoBsBat crieii)iuHN IPOMEHHU B KPBBTA, OCBEH XUIIOHATPHUEMHS IPH HAKOU OOJIHU (C MPHUIIAIBIN,
I'bPUOBE WIIM TEXKKH ITOBPBILaHus). Paako mMa neka neBkonurosa. [Ipyu n3cienBane Ha ypuHaTa 4eCTO C€ yCTaHOBSBA
(amMBO MOBUIICHHE HAa YPOOHIMHOI€Ha, KOCTO C€ JBIDKU HAa YBEINYCH OP(POOHIMHOTEH.
IV. Croemmanusupanu 1a00paTopHH U3CIEIBAHUS.

1. M3BbpmiBa ce CKpHHHHIOBO HM3CJIC[[BAHE Ha ypHHATa 3a mosuuieH nopdodununoreH. [Ipenmnounta ce
npobara Ha Hoesch, kosTo mpakTriecku e ¢ abCOMOTHA TUarHOCTUYHA YyBCTBUTEITHOCT U IMArHOCTUYHA CTICIIU(UIHOCT.
INonoxxurenHara nmpoba € CUTypHO yKa3aHHE 3a Pa3sBUTHETO Ha mopdupuyeH npuctsll. Ilpu orpumarenHa npoba ce
OTXBBPIISL OCTPHST MOP(GUPHYEH IPUCTHI M AUATHOCTHYHHUTE YCHIIHS Ce HACOUBAT Apyra/e (M3KII0UeHUE IPaBU KPaitHO
psiaKaTa IIyMOonopdHpHs, YUUTO OCOOSHOCTH IIIE Ce MPEICTABAT N0-HaTaThK). TEXHMYECKOTO M3ITBIHEHHE Ha ITpodaTa
Ha Hoesch e uskirountenno necHo: Kem 1-2 mn peaktuB Ha Ehrlich (2% napaaumerun-amunooen3anaexua B 6 M
COJIHA KHCENNHA) ce 100aBsT 1-2 kanku (He noseye!) ypuHa. [Ipu nonoxurenHa npoda, T.e. IPH HEKOJIKOKPATHO HITH
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TIO-BHCOKO MTOKauBaHe Ha Mop(oOMIIMHOTeHa BeTHara ce TOsIBSIBa OT 0JIeOPO30BO JI0 MAJIMHEHOUEPBEHO OIBETSIBAHE.
JKenarenno e mpobata Ha Hoesch na moske a 6b11e n3BbpiieHa B 1aboparopusita Ha Besika MBAJL. B mpotuBeH ciryyait
OomHMS ce HacouBa He3a0aBHO KbM JieueOHO 3aBe/IeHNE ChC CHhOTBETHATA BH3MOYKHOCT.

2. Ilpu monoxwurenHa npo6a Ha Hoesch ce 3amouBa BeqHara jgedeHue W ce U3BBPIIBA KOIHUYECTBEHO
oIpe/iesIsiHe Ha 0-aMHHOJIEBYJIMHOBATA KUCEITMHA, TOP(QOOUINHOTeHa, YporophUpHHA i KorporopbuprHa B 24-4acoBa
ypuHa. OnpeaensHeTo Ha IOCIeJHUTE Ce U3BBPIIBA CaMO B CTICLMAIU3UPAHO 3BEHO, KbIETO TPsIOBa fa Ob/1e H3IpaTeHa
npo6a. [Ipu mpucTb MOpPOOUITMHOTEHBT ce MOBHUINIABA JSCETKH ITbTH Haj TopHaTa pedepentHa rpanuna (10pumol/
24h). ToBuUIIIEHHETO HA O-aMHUHOJIEBYIIMHOBATA KHCEHHA € TI0-YMEPEHO. YpOmopGUPHHBT CHIIO € YBENHYEH, KaTo
O0OMKHOBEHO NpeBuInaBa komnpornopdupuna. [locneqHusaT obaye e MO-BHCOK OT ypomopdupHHA MPH BpoJIeHA
Korporophupus.

3. B cmenmanu3upaHoTO 3BEHO C€ YTOUHSIBA THUITBT Ha MOPQUPHITA TOBENA 10 OCTBDP MPUCTBII Ype3
(rmyopeclieHTHO H3cieIBaHe Ha crieli(IUeH 3a 1ajeHa HO30JIOTHYHA eIMHHIIA HOPPUPHH-0ENThUCH KOMILIEKC B HATHBHA
KpbBHA TU1a3Ma paspeneHa ¢ docharao-0ydepen dusnonornuen pazrsop. [Ipu Bb30yx)aane 398 nm miuazmara
(ryopecrpa MakcuMaitHO Ha 626 nm nipu porphyria variegata u Ha 618 nm nipu Bponena xorrporiop¢upust. [Ipu octpa
WHTEPMUTHPAIIA TOPGHUPHS HIIH JIUTICBA (UIyOpECIIEHTEH MaKCHUMYM, FITH TOH (TBBp/e HUCHK) € chIo Ha 618 nm. BeB
BTOpHS CITy4ail tudepeHIpainaTa JHarno3a Meskay ocTpara MHTepMHUTHpaIia mopGupus 1 BpoeHara Konpornopdupus
ce OCHOBaBa Ha TOBA, Y€ TPH MOCIIeIHATA KOTPOIOP(UPHUHET B YPHUHATA € CHITHO ITOBHIIICH.

V. JlmarHosa u qudepeHuaina Auarfosa Ha OCTpHs MOpQUPHUICH NPUCTBIL.

OCHOBHHUTE JAMarHOCTUYHU KpUTepuHU ca ciennute: 1. OdepTaBaHeTO Ha TPUTE KIMHUYHU CHUHApOMA -
TacTPOMHTECTUHAJICH (C KOPEMHH OOJIKH KaTo Hai-4ecT CHMITTOM), HEBPOJIOTHYEH U IcuxuueH. 2. UepBeHara ypuHa.
3. INonoxwurennara npo6a Ha Hoesch. 4. CrienuduaHuTe IPOMEHN TP KOJIMYECTBEHOTO U3CIIEIBaHE HA YpUHATA.

Jubepennmantara AuarHo3a Mexay mopGupuute, BOISIIUA A0 OCThP MpUCTHII (0e3 urymObonopdupusra) Oerre
onucana B [V.3.

VI.Jleuenue Ha ocTpust MOpGUPHYUCH MTPUCTBHII.

MenukaMeHTO3HOTO OBJIA/BAHE Ha MPUCTBIIA O MOIVIO Jla C€ U3BHPIIM BBB BCAKO BHTPEIIHO MM HEBPOJIOTHYHO
otnenenue Ha Bcsika MBAJL, HO camo TpH ycIIOBHe, Y€ JIKYBaIUTe JIEKapy UMaT HeoOXoAuMara KBanu(ukanus 3a
ToBa. B mpoTuBeH citywaii G0JIHUAT BeiHAra ce Haco4yBa KbM CIICIUATIM3UPAHO 3BEHO - TACTPOEHTEPOIOTHYHA KIIMHUKA
CBhC CHOTBETHOTO 3BeHO. [Ipy oopmMenn nmapesu u napanusu OOIHHSA ce HACOYBAa KbM HEBPOJIOTMYHA KIIMHUKA. B TakbB
Clly4ail ce OCBIIECTBABA HEOOXOAUMHUAT KOHTPOII OT CTPaHa Ha CIICLHAIM3UPAHOTO 3BEHO.

HezabaBHo ce nmpeycTaHOBsIBa BB3CHCTBUETO HA BCHUKH €K30T€HHHU (haKTOpH, OTKITIOUBAIIY pUcThIa(BXk. 1.6.).

1. TlarorenernyHo nedeHue. CbCTOM ce B MACHBHM MHTPABEHO3HHU BIIMBAHHUS HA IJIFOK03a, KOSATO MOATHCKA
OuocunTe3ara Ha noppupunute. [loctass ce adokar. Biuar ce ot 200 1o 400g rroko3a aHeBHo. [penmounTa ce 10%
roko3a (4 mo8 Ganku mo 500ml). IIpu xunmoHarpuemus ce usnonssa 20% rmimoko3a. JledeHHeTo MpoabnKasa J10
MMOCTUTAHETO Ha KIIMHWYHA PEMHCHSI, KaTo JI03aTa ce€ HaMalsiBa ocTenenHo. llocturaneTo Ha OMOXMMHUYHA PEMUCHS
HE € 3abJDKuTeNHa 1ien. [Ipu mrca Ha rajeHe v MoBphIIaHe ce Ha3HauaBa MAaKCHMaJeH MPUEM Ha OJIMTO3aXapHin
mpe3 ycrara (KOHQUTIOp, MapMalaa, CUPOIH, MEI U JIp.). AKO JICYCHHETO Ha TPHUCTHIIA HEe ¢ OWIO MPOBEICHO B
crienMaai3ipana KIMHUKA, OOJHUAT ce Haco4YBa KbM TaKaBa 3a OKOHYATEIHO YTOYHSIBAHE HA AWATHO3aTa.

AnTtepHaTuBeH (1 TI0-HOB) TEPaIleBTUYEH ITATOTCHETHYEH ITOJIX0]T € MHTPABEHO3HOTO MpHIIaraHe Ha XeMAaTHH, KOHTO
e(eKTUBHO MoATHCKa OnocuHTe3ara Ha ropupunute. [Ipeamnountan npemapar € Normosang, KOWTO MpeACTaBIIsBa
xem-apruHat (Orphan Europe). [Topaau uskmounTenHo Bucokara My IieHa (okoio 2000 eBpo 3a 4-THEBEH Kypc) U
Jo0pust e(heKT OT TIMIOKO3HOTO JieueHne, B brirapus 3acera He ce BHacs Normosang

2. CUMIITOMaTU4HO JICUCHHUE.

JlozaTa Ha mpuiIaraHuTe JIeKapcTBa ce ChoOpa3sBa C TEKECTTa Ha CHMIITOMUTE.

¢ 3ao0omkute. [TapenTepaino - Fentanil, Lydol. ITpu simmica Ha moBpbiane - Aspirin, Paracetamol u Codein.

* AmnrtuemernyHo u HeBposlenTnyHO - Chlorazin.

* 3a TaxUKapauATa U XUIEPTEeH3HUATa - [3- GIoKepu.

* Ilpu repyoBe U eNMIENTU(GOPMEHH IPUIIAAbIH - OPOMHUIM WM MarHe3ueB cyadaT BEHO3HO.

¢ Tlpu 3amouBariia napaau3a Ha AUXaTeaHaTa MycKysaTypa - npesexxaane B OAPNJI 1 He3abaBHO MOCTaBsSHE
Ha KOMaHJHO JHIIaHe.

* Jlpu mapesu U mapanu3y Ha KpailHUIUTE - aKTUBHA (PHU3MKaJHA pEeXaOMITUTALHS.

® [Ipu 3anek - Laxena, OUNCTUTENHU KIU3MHU.

* [Ipu cybuneyc - Neostigmin.

® Ilpu xumnoHaTpueMus - UHTPABEHO3HO Npuiarane Ha Harpues xiopua (10%)

* [lpu uHbeEKIMS - TEHUIUINHOBH aHTUOMOTHUIIM, aMUHOTIIMKO3uIU, Metronidazol.

[IpunoxkeHoTO JIEYEHNE, aKO HE € 3all0YHANIO0 C TOIsIMO 3aKbCHEHHE, JOBeXKAa 10 pemucus. [lape3n n mapanmsu ¢
O-TOJISIMa TABHOCT MOTAT J]a OCTaHAT ¥ ClIe]l TPEMHUHABaHe Ha TPHCTHIIA, MPUYHHABANKH TpaifHa HHBATUAHOCT. [Ipu
KBCHO JICYCHHUE Ha Mapann3ara Ha AUXaTelIHaTa MyCKyllaTypa 3aBbpIIeKbT MOXe 1a Ob/ie daTaieH.

VII. [loBenenue cne NpeoAoIIsiBaHE HAa MPUCTHIIA.

Haii-gectoTo 3a0011BaHe, BOIEIIO IO TIPUCTHIT € OCTpaTa HHTEPMUTHpaIa MoppupHs, KOATO Ce THKH Ha
BPOJICHO HUCKa aKTUBHOCT Ha €H3MMa Mop(hOOHIHMHOTeH-1eaMuHa3a. [Ipy ycTaHOBeHH J1a00OpaTOpHU JaHHH 3a TOBa
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3a0omsBane (BX. [V.) mpu OONHUA M HETOBHUTE KPBHBHHU POJHUHU CIEN NMPUCTHIIA C€ M3BBPIIBA M3CIEBaHE HA TO3M
€H3UM B eputpouuTuTe. [loHmKeHaTa akTUBHOCT Ha €H3UMa Y POJHUHUTE CBHCTEIICTBA 32 JIATSHTHO HOCUTENICTBO Ha
3a00JISIBAHETO M PHUCK OT Pa3BUTHE Ha NPHUCTHII NIPH Bh3/ICHCTBHE HA OTKIoYBanmTe ¢akropu. Ha Bcnuku GomHu n
JIATEHTHH HOCHUTEIU C€ BPBhYBA OpOIypa, B KOSITO MOAPOOHO M Ha JIOCTHIICH €3HK Ca ONMMCAHU MPUYNHHUTE, BOACIIN JIO
MPUCTBII, KaTO M3YEpIIaTeSIHO ca CUCTEMAaTH3MPaHU “‘3a0paHeHuTe” M “pazpeuieHute” yiekapcrsa. [IpencraBenu ca
JAHHH 33 XUTHEHHO-TUETHYHUS PEXKUM, KOITO TpsiOBa J1a Ob/1e cria3BaH (BUCOKOBBIVIEXH/IpaTHA AUETA IIPH JOCTaThueH
npueM Ha 0enThIM, BATAMUHM M BIIaKHUHH; U30srBaHe HA u3niecka npeyMmopa u nHdeknun). bponrypara, ocBeH ue
1oJ13Ba OOJNHUSA U JIATEHTHUTE HOCHUTEIH, Ce MPEACTaBs OT TAX Ha JieKaps IpH pa3BUTHE HA Apyro 3abonsBaHe, 3a 1a
Obaar npeanucanu camo “Oe3onacHu’ jekapcTBa. CBOCBPEMEHHOTO YCTAaHOBSIBAHE HA JIATCHTHO HOCHTEJICTBO W
CIa3BaHETO Ha yKazaHWsATa B OpOIIypara ca OT U3KIIOUYHTETHA BAXKHOCT 3a MPEAO0TBPATIBAHE HA OCTPUTE IPUCTHIIN, a
NIPU Pa3BUTHETO UM - 32 PAHHOTO U OBP30 MMOCTUTAHE HAa PEMUCHS Upe3 IOJXOAIIO JieueHne. bpoiypara chabpxa
HeoOxoaumaTa MH(OpMaIMs He caMo 3a OOJHHMS, HO U 3a JISKyBAaIlUTE I'0O JIeKapH M3BbH CIIEHUAIM3UPAHOTO 3BEHO,
BKJIFOUMTEITHO JIMYHHUS JIeKap.

[Tpu ycranossiBane Ha porphyria variegata (Bx. IV), B ocHOBaTa Ha KOSITO CTOM yHAcle/IeH Je(eKT Ha eH31Ma
npoTonop(upruHOreH-oKCua3a, Ipy POJHUHUTE HA OOJNHUS ce ThpcH crienupuyuHara (uryopeceHIys Ha KpbBHATA
wiazma Ha 626nm. [Ipu 50% OT BB3pacTHHUTE JAaTEHTHU HOCHTENU C€ YCTAHOBsSBA TakaBa (IyopecueHnus, T.e.
JIOKa3BaHeTo i e Oesier Ha JIATEHTHO HOCHUTEJICTBO, HO OTCHCTBHETO i HE MOXE Jla OTXBBPJIM TAKOBA HOCHTEJICTBO.
IMocnenroTo Moxke 1a ce ycraHoBu B 100% upe3 u3cnenBane Ha AeuiuTHEA eH3UM B IuMdortute. Ha 6omHuTe ©
porphyria variegata 1 JJaTeHTHUTE i HOCUTENH, KaKTO M HA OOJTHUTE C BpoJieHa Komporoppupus (TS € MHOTO PSAKO
3a00J1s1BaHe, ABIDKALIO CE HA BPOJICH e(eKT Ha KOPOIOp(pHUPHUHOTeH-OKCHIa3aTa, KOATO Ce OIpees B IMM(OLUTHUTE),
CBHIIO Ce BPbUBa CIIOMEHaTara OpoIypa 3a Hpe/na3BaHe OT OCThp NMPUCTHIL. OnpenensHe Ha JeUIUTHUTE SH3UMHU
npu porphyria variegata u BpogieHa KOIIporophHpHs BCe OIle HE CE U3BHPIIBA y Hac.

VIII. OcobeHocTr Ha MPOTHYAHETO HA MPUCTBIIA TPH ILTyMOOTIOphUpHSL.

3a00J1sIBaHETO € U3KITIOYHUTEIHO psinko. Jlocera ca onucanu camo 4 citydasi B muteparypara. B bbiarapus He
¢ ycTaHoBsiBaHO. [IpHcTHIBT pH 3 OT Te3u 4 ciydast ce € pasBuIl pey mydeprera.

BbuoxuMuyHHuTE My 0COOEHOCTH ca CIEAHUTE: CHUIIHO ITOHIKEHA aKTUBHOCT HA €H3UMa Jiexuparas3a Ha d-
AMUHOJICBYJIMHOBaTa KUCEIIIHA B EPUTPOLIUTUTE (BPOIEHOTO TeHEPaIM3UPAHO MOHIKEHNE Ha €H3MMa € ITbPBOIPHYHHATA
3a 3a6oisiBaneTo); CHIHO MOBHINICHHE Ha O-aMHHOJIEBYJIMHOBATA KHCEIMHA B YPHHATA, IIPEBHIIABAIIO MHOTOKPATHO
ToBa Ha nop¢odunuHorena(npobara Ha Hoesch Moxxe u 1a He ce no3uTBUpa); [loBuiieHne Ha KompornopdupHrHa B
ypuHara; [loBumeHue Ha mpoTonoppuprHa B epuTponuTUTe. Thil KaTo M30POSHNUTE MPOMEHH C€ CPEIlaT U IIPH OJIOBHA
MHTOKCHKALHS, He0OX0auMO € T4 Ja Obae OTXBbpIICHa Ype3 U3CIIeABaHe Ha OJIOBOTO B KPBBTA.

TepaneBTHYHOTO OBEACHUE HE CE Pa3inyaBa OT OMMUCAHOTO IPHU APYTHTE TOPPUPUH, TPOTHYALIH C IPHCTHIL.
QdamuHaTa JUArHOCTUKA (OTKPUBAHETO HA JIATCHTHH HOCHTEIM M3MEXIy POJAHMHHUTE HA OOJHHS) CE OCBIICCTBABA
Upe3 U3cieBaHe aKTUBHOCTTA Ha JIEXHparas3ara Ha 0-aMUHOJICBYJIMHOBATA KUCEINHA B EPUTPOLIUTHTE.

CrienMajJu3upaHoTo 3BEHO TPsAOBA Ja YBEIOMH JIMYHHUS JIEKap Ha OOJHMS 32 TOYHATA JAMATHO3a 4Ype3
MEJIMIMHCKO HampaBlieHne win enukpusa. Crie/] HaBnu3aHe B peMUCHst OOJHUS ce HAOM0aBa KIMHUYECKH OT JINYHUS
JeKap, a [0 HEeroBa MpeleHKa - U OT CIeHUAIU3UPAHOTO 3BEHO, KOETO, aKO € HEOOXOANMO, W3BHPIIBA ChOTBETHH
W3CIICABAHUS U TIPEANIprUeMa J1edeOHn MEePOIPUSITHSL.

JUATHOCTHUYEH U TEPAITEBTUYEH AJI'OPUTHBM ITPU PORPHYRIA CUTANEA TARDA

Knunuunara kaptuHa mpu porphyria cutanea tarda (PCT),kosT0 € Hait-uectara mophupusi B 4OBEIIKaTa
TIaTOJIOTHs, C€ BIlaJiee OT JBa OCHOBHM CHHJpPOMA - JE€PMaToIOTHUEH (€po3uBHO-Oyli03Ha (OTOCCHCHOMIN3AIMs) U
XPOHMYHO uepHOIpoOHO yBpexnane. OoukuoBeHo PCT ce pa3Busa cien 30-roauiiHa Bb3pacT (Hal-4eCcTo Mpe3 MeToTo
U ILIECTOTO JeceTHIeTre). MHOro mo-4ecta € y Mbxe. B ocHoBara i cTon npuaoOUT Wik BpoleH Ae(EeKT Ha CH3UMa
yporopQHupUHOTeH JiekapOOKcHiasa B YepHHS JIPO0.

I. AHaMHECTHYHM U KIIMHUYHU KPUTEPUH 33 IMarHo3ara.

1. KoxHuTe cMMOTOMHM IO IPABUIIO MPEIXOXKAAT YepHOApoOHUTe. BoHUTE ce omnakBaT OT MHOTO JIECHA
KO’KHA PAHUMOCT I10 OTKPUTHUTE YacTH Ha TSIIOTO - IbpOa Ha KUTKUTE, JUIAHUTE U IPBCTHUTE, JIULETO, BpaTa 1 yiure. Ha
CBIIUTE MECTa Ce SBSABAT Pa3sHOKAJIMOpEeHH MeXypH (OT MPOCEHO 3bPHO JI0 Oynu ¢ rojgeMuHa 3-4 cM), KOUTO HSIMAT
BB3IMAJIMTENICH BAJI U CE ITBJIHK C OMCTpa TeYHOCT. B HAKOM Clydau T ©Ma XeMoparuieH xapakrep. Mexypure 0OMKHOBEHO
Ce Pa3KbCBAT CIOHTAHHO. Pa3kbcaHWTe MEXypHU U MONTYy4YEHHUTE OT JIECHATa PAaHUMOCT €pO3HU OABHO ce MOKPUBAT C
Ka(eHHKaBH KPYCTH, CIIeJl OTHAIaHETO Ha KOMTO OCTaBaT XHUIIEPIIUTMEHTUPaH! (MOpaBH) NUKaTpukcu. [locneanure
0aBHO ce JETTMrMEHTHPAT U cTaBar Oenie3HnKaBH. Koxkara 1o OTKpUTHTE 9acTH Ha TAIOTO € MO-ThbMHO MMTMEHTHPaHa.
YecTo 10 3UroMaTHYHUTE 00JIACTH U TAPaOpOUTAITHO CE IMOsBSIBA XUIepTprxo3a. KoMenoHnTe 1 MHIMYM-TI0JOOHUTE
KHCTH 10 OTKPUTHUTE YacTH ca 4yecTa Haxonka. [Ipu mo-ronsgMa JaBHOCT Ha NMPOMEHHUTE KOXKaTa MpuaoOuBa
CKJIepPOJIEpMOHJICH XapakTep. lopenucannTe mpobiieMH ca IMO-U3pa3eHH Mpe3 CE30HHUTE C MO-YCHIICHO CI'bHYEBO
o0rpYBaHe, a 1Mpe3 3uMara HaMaJlsBar.

2. OrmulakBaHUATa OT CTpaHA HA YEPHUS APOO 3aBUCST OT CTEMEHTA HA M3Pa3eHOCT HA XPOHHMYHOTO MY
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yBpexaaHe. B penuna ciryyan Te ca MUHUMAaIHH (c1a00 U3pa3eHa TeXeCT B AICHOTO MoApeOpye) Uiln IOpH JIUIICBAT.
[Nonsixora, mpy M3cneaBaHe MO APYT MOBOJ, C€ OTKPUBAT BIOIICHH YEpHOAPOOHHU NabopaTopHHU mokaszatenu. [Ipu
HaIpeIHANIO0 YBPEXIaHe ca HAJMIE OIUIaKBaHUS KaKTO IPH 0(OpMEHa YepHOIpOOHa IUpPO3a.

3. Tlpu MHO3MHCTBOTO Ciy4au C€ YCTaHOBSIBA NPOJBDKUTEIHA U CHCTEMHA YNOTpeOa Ha aJIKOXOJIHHU
HanuTky. Yecto e Hanmuie xponnuHa nHdexuus ¢ xenatut C Bupyc. B HiAKxon ciydan UMa MpeAIIecTBamio Je4eHue ¢
KEJIC3HU TPenapaTy H/WiIH KPbBOIPEIUBaHHUA. YIIOTpeOaTa Ha eCTPOreHH (BKII. OpAJIHA KOHTPAILIEITHBU) CHIO MOXKE
na 6b11e orkirouBain (akrop. IIpu HiKoM ciydan MMa JTaHHU 32 (JAMHMIIHOCT, HO U TIPH TSIX CIIOMEHATHTE eK30I'€HHH
(axropu yecto urpast myckosa poisi. Hepsinko GonHuTe ca 3a0emnsi3aiy, 4e ypuHara UM € YepBeHa.

4. [luaberbT U s13BeHara Oonect uecto npuapyxkasar PCT.

II. ®uznkanHa HaxXo/Ka MPH Hpervie]ia U JaHHW OT HHCTPYMEHTAITHUTE M 00IIH JIAOOpaTOPHU W3CIIE/IBAHNSI.

1. Tlo OTKpUTHTE YaCTH Ha TSUIOTO CE€ YCTAHOBSIBAT CIIOMEHATUTE BEUE KOXXHU IIPOMEHH, KaTO €JHOBPEMEHHO
ca HalMIe Pa3iNyHHU TeXHH (a3u - IPEeCHU MEXypH, €pO3HHU, KPYCTH, XHUIIEP- ¥ JEeIUIMEHTUPAHU LIMKATPUKCH,
XHUIIEPIUTMEHTAIHS U XUTIEPTPHUX03a (3UTOMATHIHO M NapaopouTanHo). Hepsiiko ca Hanuie KOMEIOHH U M MIUTHYM-
nogoOHu kuctu. [IpaBu BrieuamieHHe KOHTPACTHT MEXAY THMHUS BT Ha JMIETO U ITO-CBETIIAaTa KOXKa Ha Topca.

2. Tloyru BuHarm e HajMIEe pazIMYHO MU3pa3eHa xemaromerayus. YepHOIpoOHOTO yBpexaaHe OuBa B
paznuuHu a3y - OT JieKa CTeaTo3a, pe3 CTAANUTE Ha XPOHUUCH XeNaTHT, 10 HanpeHaia nuposa. Ha Tax cpoTBeTcTBaT
Y TPOMEHHTE YCTAaHOBEHH IPH (PU3MKATHOTO M MHCTPYMEHTAJIHUTE U3cienBanus. Exorpadckure m3meHeHus ca tudy3Hu,
HO TpsI0Ba /1a ce MMa MpeBH/, 4e npH HenekyBana PCT MHOro yecto ce pa3BuBa I'bPBHYEH paK HA YEpHUS APOO, T.¢.
TpsiOBa J1a ce THPCAT U OrHUIHK NpoMeHu. [Ipu oOnpuBane Ha yepHOIpobeH ouonrar ¢ UV-cBeTnHa ce HabmroaaBa
yepBeHa (NTyOpPECLEHIHS B OTACIHI MO3aCIHO Pa3MOJIOKEHH yJacThIH, KOATO C€ ABIDKH HA OTIIOXKEHH MOPQHUPHHH.
XHUCTOIOTUYHO C€ yCTAaHOBsIBA ITOBUILICHO OTIaraHe Ha Jkelsi30 B xernarouuTute u Kymndeposute knetku. Cuneposara e
OT T0-JIeKa CTETICH B CPAaBHEHHUE C MTMONATUYHATA XEMOXPOMAT03a, HO € IT0-M3pa3eHa, OTKOIKOTO IPH APYTUTE XPOHUIHH
4epHOAPOOHH 3a00JIIBaHUS U UTpae BaXKHA TAaTOreHeTHYHA Poiist. CBETIIMHHOMUKPOCKOIICKH CE yCTaHOBSBAT (IPEAUMHO
TIEPUITOPTAIHO) BH3MAIUTETHNA U HEKPOTHIHU IIPOMEHH, cTeaTo3a 1 puOpo3Hu m3MeHeHust. Hepsiiko apXuTeKTOHUKATa
€ IIPOMEHEHAa [TUPOTHYHO.

XeMOIIOOUHBT U EPUTPOLIUTHTE Ca C TOPHOIPAHUYHU CTOWHOCTH. CepyMHOTO KEJS30 YECTO € JIEKO
nosuuieHo. Hacuimanero Ha TpaHcdepuHa € ¢ JeKO WM yMepeHO IOBHIIEHH CTOWHOCTH (Hax 45%), HO He JocTUra
CpeIaHnTe Ipu nanonaTuaHara xemoxpomarosa 90 - 100%. @epuTuHBT B cepyma MpH HAKOH OT OOIHUTE € TIOBHILEH
JIBY- I TPUKPATHO.

Uepuonpoouute ensumu B cepyma (ACAT, AJIAT u I'TT) ca pasHocTeneHHO yBenudyeHu. [lpu
JIEKOMITCHCHPaHa [IUpo3a IOKa3aTeNuTe 3a OSNTHKOCHHTE3HATa (yHKIMSA HA YEPHUS APOO KIOHAT KbM HaMaJICHUE.
Brnpexn mosumenara ['T'T, muricBat JaHHM 3a M3pa3eHa XoecTa3a. YpOOMITHHOTEHBT B ypUHATA HEPSIKO € IIOBUIIICH.

JlumicBar sSIBIEHUS Ha OCTBHP NOP(UPUYUCH MPUCTBIL.

III. Janau ot nopdupuHoBara oOMsiHa. Te mMorar Ja ce mosydyar camo B CHENHMAIN3UPAHO 3BEHO, KOETO
IpeJroara HaCOYBaHETO Ha OOJHHUS KbM HETO IPU ChOTBETHO CbMHEHHE.

[IpenpapurenHo ce M3BBPIIBA HAJEKIAHO CKPUHUHTOBO M3CJIEJBaHE Ha €IUHMYHA Mopius ypuHa. [Ipu
Hanmune Ha PCT pe3yararbT OT HEro BHHArU € TOJIOKHUTENIEH, a IPU OTCHCTBHE - OTPHUIIATEIICH, KOETO OTXBBPIISL
nuarHoszara PCT, Hamupama ce B akTuBHa (asa. [Ipu mosoxuTenHa cKpUHHHTOBA Ipoda ce MpeMHUHaBa KbM
n3cieBaHeTo Ha mopdupuHUTEe B 24-4acoBa ypuHA, W3CJeBaHEe HAa YpOIOp(HUPHH B KPbBHA IUIa3Ma, TOPPHUPHH-
0enThYCH KOMIUIEKC M NOP(QUPHUHM B €pUTPOLIUTHTE.

[Ipu nzcnenBane Ha 24-4acoBa ypHHA C€ YCTAHOBSIBA CHIIHO ITOKauBaHE (JI€CETKH MM CTOTHIM IBTH ) Ha
ypornoppuprHa NOpH JEeKO A0 YMEPEHO MOBHUILICHHE HAa KOMPOMopdUpHHA. §-AMHHONEBYJINHOBATA KUCEIMHA U
nopHOoOHIMHOTEHBT B ypHHATA HE C€ TIPOMEHSIT. YporophHpHHBT B KpbBHATA MI1a3Mma (pedepertHa rpanuna 1o 1,4nmol/
24h) cpIno ce MoBUINABA JIECETKU WM croThnu IbTH. [lopdupunure B epurporurute ca Hopmanau. Ilopdupun-
OENTHUHMSAT KOMILIEKC B pa3pe/ieHa KpbBHA IIa3Ma JiaBa CHIIHO u3paseHa quryopecuennus Ha 618nm. EpurponutHara
AKTHBHOCT Ha €H3HMMa ypomopdupHHOTeH-IekapOoKcmiIaza e HamalleHa caMo npu ciaydaidte ¢ pamunna PCT u
JIATCHTHUTE i HOCUTEIN N3MEXK/Ty POTHUHUTE.

JluricBa kopenanus MeXly HapylUIeHHETO B NMOpQHpPUHOBAaTAa OOMSHA M TEKECTTa Ha YEPHOAPOOHOTO
YBpEKAaHE.

IV. luarno3a u qudepeHnyataa JHaraosa.

Jlnarsosara ce 1ocTaBsi Bb3 OCHOBA Ha ONMCaHaTa MoiIuMop(dHa ilepMaToIorniHa KapTHHA, XapaKTepHUTE
3a PCT npomenu B nopduprHoBara oOMsiHA U KIIMHUYHHUTE U TAPAKIMHUYHH U3CIIEJBAHUS OT CTpaHa Ha YEepHUsI Ipo0.

Hanoxxurenna e audepeHiyagHara JUardo3a ¢be cleAHuTe Oy103HH HOphUPUU:

® Porphyria variegata. Ko>xaara cumrtoMarika mpy Hest € pakTHaecku cbinara kakTo mpu PCT, Ho mopdupun-
OeNTHYHUSAT KOMIUIEKC (ryopeciipa He Ha 618nm, a Ha 626nm. B U3BBHIPUCTBIICH MEPHO]] KOMIPOTIOPPUPUHBT YECTO
€ TI0-BUCOK OT YporophupHuHa.

* Bpoznena konporiopdupust. ima cxonna ¢ PCT koxHa CHMIITOMATHKA U TOPPUPUH-OEATHUHHSAT KOMILIEKC
chIIO € Ha 618nm, HO Bozela ITPU Hesl € KoNPOoIopPUPHHYPHsTA, a He yporopupunypusita. OCBEeH TOBa, TS BUHATH
MPOTHYA C OCTPH NPUCTBHIIH.

® Bponena epurponoerndna nopdupus (6onect a Giinther). Cplo ce xapakrepusupa ¢ IMOBUIICHHE HA
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yponopdupuHa (opu B no-rossiMa crerier ot PCT) u noppupuH-6enthunusiT komiuieke e Ha 618nm. [Toppuprnute B
epUTPOLTUTE 00ade He ca HOpMaHH, kakTo npu PCT, a ca MHOTO CHITHO IOBHIIEHH. 3aII0YBa B HAl-PaHHO IETCTBO U
KO)KHUTE TIPOMEHH HE Ca €PO3MBHO-OYIIO3HHU, a OyI03HO-YJIIEPO3HN M OyJI03HO-HEKPOTUYHH, KAaTO BOJST JO TEXKKH
00e300pazsBanms, kKakBuTo He ce Habmromasat npu PCT. Xemomutnunute nposeu (kaxButo mncsar npu PCT) ca
MHOT'0 YeCTH, a MoHsKora QartamHn. Te BOAAT 10 n3paszeHa cruieHomeranus, kakBaro Hsima rpu PCT.

[Tpu HenopdupuynuTe Oyno3Hu aepmarosu (Oosiect Ha Dithring, epidermolysis bullosa, erythema exsudativum
multiforme, hydroa aestivale, pemphigus vulgaris) He ce orkpuBar onucanute mpu PCT oTkIOHEHUsT B 0OMsHATa Ha
nopupuuuTe. CHIIOTO CE OTHACS U 32 APYTHTE 3a00IsIBAaHUS, KOUTO IIPOTHYAT C XUIIEPIUIMEHTALMA U XUIIEPTPHUX03a.
[Nonskora npu nenarpa Wiy meJarpou]i ce Cperar HexapakTepHU IPOMEHH B TopQupHUHOBaTa 0OMIHA, HO TaM JIeCHaTa
KOKHA PAHUMOCT, MEXYPHUTE U XUIEPTPUX03aTa HE Ca THITUIHH.

V. Jleuenne va PCT.

[TepBara TepaneBTHYHa HamMmeca TpsiOBa Ja ObJ1e Bb3MOXKHOTO OTCTpaHsIBaHE HA OCHOBHUTE ITyCKOBH (DAKTOPH -
QJIKOXOJTHa KOHCyManusi, yrnorpeba Ha €CTpOTeHH M JKEJIe3HH npenapary. V3cnensar ce MapkepuTe Ha XEHaTUTHUTE
BUPYCHM MH(EKIUH. YcTaHOBsBaHETO Ha xeratuT C ou3scHsiBa eTnosorusTa. Llenecro0pa3sHocTTa Ha MPOBEKIAHETO
Ha aHTHUBHPYCHA Tepamus TpsOBa ma Oblie 00CHICHA KOHKPETHO MpU BCeKU OoJieH. UepHOIPOOHOTO yBpEeXKIaHE ce
JIeKyBa CbOOpa3HO Heroara u3paseHocT. [IpunoixkeHne HaMupar pa3auyHU XENaTONPOTEKTOPH.

BpemenHo TpsiOBa 1a ce m30sTBa CITPHYEBOTO 00IBUBaHE M paboTaTa BOMEIIA A0 TPABMH (BKII. MUKPOTPAaBMH )
Ha pblieTe. B cirbHYEBN THM € YMECTHO HOCEHETO Ha IIalKa ¢ IIHPOoKa repudeprs U J0pHU ThHKH PhKaBHIIH.

3a crienn(pUuHO JiedeHne Ha TTOpGUPHHOBATA OOMSHA TIPH HOBOOTKPHUTHTE CIIydaH C yCHEX ce IMpuiiarar JBa
JITEepHATHBHY MAaTOreHeTHYHN MeToza: A. MacuBHUM KpbBomyckanus 1 b. Hucku 103u XiopokBuH. YpornophupHHBT
B IJIa3Mara M3I10J13BaMe KaTto OCHOBEH KPUTEPH 32 MOHUTOPUPAHE Ha JICYCHHUETO.

A. MacuBHH KpBBOITyCKaHHs1. biaronpusTHUAT UM eeKT ce CBbP3Ba ¢ HaMallsIBaHE Ha XEIaToCHIepo3ara.
H3BbpIuBar ce 1o crnejHara cxema: Io eJHO KpbBomyckane oT 500ml ceqMnuaHo B 4 HOpeIHN CEAMULH, IOCIEIBAHH OT
1o ejHo kpbBoiyckane ot 500ml Ha Bceku 4 cenmuiy. KpbBoryckaHusTa ce MPEyCTAHOBSIBAT NP CIIaJiaHe Ha
yporopdupuna B razmara nox 10nmol/l. YemopemHo ¢ ToBa ce OHIKaBa U TbPBOHAYAITHO BUCOKATa ypOrIOpQHUPHHOBA
exckperyst B ypuHara. [logoOpennero B oOMsiHaTa Ha MOPPHUPHHUTE CE CBHITBTCTBA OT M3pa3eHo Moxo0peHue Ha
JIEPMaTOJIOTUUHHS CHHJIPOM, JIOCTUTAIIO JI0 TPAKTHYECKO 03/IpaBsiBaHe. 3HAUUTEIHO C€ M000psBaT 1 YepHOAPOOHUTE
n1abopaTopHy Mokasarenu. Pemucust ce mocTura npy BCHUKH OOJIHY JIEKyBaHH € KpbBOITyckaHusl. KommuecTBoTo mycHara
KpBB Bapupa Mexy 2 u 6L nipu paznuunute 6omHu (cpeano 3,51, T.e. 7 KpbBOIYCKaHUsI, YNETO N3BBPIIBAHE OTHEMA
okoio 3 /2 mecena).

KpbBomyckanusaTa ce U3BbPIIBAT MPU MUHUMAJIHA CTOWHOCT Ha CUCTOIMYHOTO apTepHaHO HamsArane ot 14,6
kPa (= 110mm >xuBak). Te He ce mpuiarar npu U3paszeHa ChpJeYHA MM JMXaTelIHa HEIOCTAaThbuHOCT, HeCTaOMIIHA
CTEHOKap/Ius, IEKOMIIEHCHPaH 1nabeT, 0bOpeuHa HeOCTATHYHOCT U JIPYTH 3aCTpalIaBallii )KUBOTa ChCTOSTHUS. [ pUITBT
1 IpyTY MHTEPKYPEHTHH 3a00JsIBaHNS IPEJICTABIISIBAT BPEMEHHN IIPOTHBOIIOKa3aHMs1. KpbBoITyckaHMsATa C€ M3BBPIIBAT
U TipH IOP(UPHIIK ¢ XETEPO3UTOTHA [3- TanaceMusl.

KpbBomyckanusita ce moHacsT ydyiaBamio ao0pe ot OonmHuTe. B Kpas Ha JeU4eHHEeTO XEMOTIIOOWHBT U
EPHUTPOIMTHTE CIaIaT ChOTBETHO ¢ He moBede oT 20g/11 0,5 - 1 x 10 /1. KppBomyckanusTa 00MKHOBEHHO C€ U3BBPIIIBAT
amOyJ1aTOpHO, HO IPH MO-BB3PACTHH OOJIHYU MJIM HAJIMYKE Ha ChITbTCTBAIIN XPOHUYHH 3200JISIBaHHSI € YMECTHO ITbPBUTE
4 KpBBOILyCKaHU Ja Ce HANpaBsAT B KIMHMYHA 00cTaHOBKA. HeoOxommmo e cielt KpbBOITyCKaHe OOJIHUAT Jla OCTaHe B
JIEXKAIIIO TTOJIOKEHME OKOoJIo 15 - 20 muH.

b. Huckn 1031 XIOpoKBHH. Meny XJIOPOKBHHA M OTIIOKEHHUTE B YEPHUS Ipo0 mophUpHHHU ce 00pasyBar
BOJIHO Pa3TBOPUMH KOMIUIEKCH, KOUTO JIECHO ITOTA/IaT B IUIa3MaTa M YCHJICHO Ce OTJIEINST C ypuHara. Taka 4epHHsSIT
Ipob ce oTOpeMeHsBa OT MOPPUPHHHUTE U C€ TOCTHUTa peMHcHs. JIeueHneTo ce MpoBeX/a 3abIDKUTETHO C MHOTO
HUCKH JI03U - caMo 2 auu B ceamuiara o 0,125 wnm 0,250g opasiHo nipu eHOKpaTeH JHeBeH npueM. [lo-ronemure
JIO3W MOTar Jia I0Be/IaT IO pa3BUTHE HA OCTpPa LIEHTPOIIoOY IapHa xenaroHekposa rnpu Hsikou 6oiuu ¢ PCT. Haii-uecto
ce mpuiara xyjopokBuH-gudocdar (npenaparu Resochin u Delagil). Jleuennero ce npoBexaa amOynaropso. [Ipu
HOBOOTKPHUTH ClIydal TO OTHEMa MO-JIBJI0 BpEME OT JIEUEHHETO ¢ KpbBOIlycKaHHs (Mexay 5 u 15 mecena). IIpu
MHO3MHCTBOTO C€ MOJyd4aBa KIMHWYHA U OMOXMMHYHA pemucus. Heromsama gact oT OOJHUTE HE OTTOBApST Ha
XJIOPOKBHHOBOTO JICUCHHE.

ITpn HOBOOTKpUTH cityyan ¢ PCT npenmnoyntaHoTo jJedeHue € ToBa ¢ KpbBOITyCKaHMS, TOPaJIH IOIyYaBaHETO
Ha 110-0bp3 nonoxuresnieH edexr ¢ Hero. [Ipu no-rexko 3acernara nopduprHoBa 0OMsHa (T1a3MeH yporopdupuH >
200nmol/l) ro koMOMHKMpamMe ¢ HUCKH JIO3U XJIOPOKBHH, KOGTO YCKOPSIBA MOCTHI'AHETO HA PEMHUCHSI.

KpbBonyckanuara (HO HE W NMPUAPYKABAIIUAT T OMOXMMUYEH KOHTPOJ) OMXa MOIVIM Jla C€ M3BBPIIBAT OT
JMYHUA JIeKap Ha 00IHUS. Beuyku GONTHM ca HETPYI0CHOCOOHH MPe3 MBPBUS MECell OT JICYEHHETO, 3a KOETO Ce H3/1aBa
OonHMYEH THCT. BpeMeHHaTa HETPYNOCTIOCOOHOCT TpH (PU3NIECKUTE PAOOTHUIM U PabOTEeIUTe HAa OTKPUTO Ce
MIPOBIKABa JI0 MOCTUTaHE Ha JIEPMATOJIOTHYHA PEMHCHSL.

VI. IloBenienue mmpu MOCTUTaHE HA PEMHUCHSI.

Janeunute pesyararu ot ieuenuero Ha PCT 3aBUCAT OT TOBa JajIM MPOJIbJKaBa Bb3/ICHCTBUETO Ha (PaKTOPUTE,
OTKJTIOYBAIIM Pa3BUTHETO HAa KIMHWYHHUTE SIBICHHS (@JIKOXO0J, HOCUTENCTBO Ha xernatut C BUpycHa MHpEKuwus,
¢damuHOCT). MHOTO OT JTMIATa, P KOUTO € MOJTy4eHa PEMHCHS, IT0Ty4YaBaT PeLHIUB ClIel pa3indHu cpokose. [Topanu
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TOBa, CJeA IMOCTHUTHATA PEMHCHs, OOJHUTE C€ NPHUBUKBAT BEAHBK I'OJUINHO HAa KOHTPOJHO H3CIIeJBaHE B
CIIeIMaIM3UPaHOTO 3BeHO. [IpoBepsiBa ce HUBOTO Ha ypornopduprHa B ruia3Mara. [1pu 3anousaii peuIuB To ce MoKaysa
NP J1a ce SBSIT AEPMATOJOTHYHUTE M3MEHEHUs M MPEeJH Jla C€ BIIOIIAT YePHOIPOOHUTE JIaOOPATOPHH ITOKA3aTeH.
[pu Te3u paHHN CYOKTMHIYHE (WM “OMOXMMHWYHA) PEIUANBH CE TIPIJIara HEKOJIKOMECEUHO aMOyIIaTOpHO JEUCHUE
C HHCKH JIO3M XJIOPOKBHH, CIIe]] KOETO OOJHUST OTHOBO HaBiIM3a B OMOXMMH4YHA pemucus. Camo mpH Juia, KOUTo He
OTroBapsT Ha XJOPOKBHHOBOTO JIEYEHHE CE TpHiIaraT KpbBOIycKaHus. EjKerosHoTo KOHTPOJIHO M3CIIe/IBaHE € BaXKeH
(axTop 3a mpeoTBpaTsIBaHe Ha KIIMHUYHUTE PELUIMBH U MT0-HATATHIIHOTO PAa3BUTHE HA YEPHOIPOOHOTO YBPEKIIaHE.

[Tpu nopdupunute ¢ xenarut C, KOUTO ca MOAXOAALIM 3a UHTEPPEPOHOBO JICUEHHUE, € JKEIATEIHO
HpeBapUTesIHO Ja ce nocTurHe pemucus Ha PCT upe3 kpbBomycKaHus, T.€. Ja Ce OTCTpaHM Xenarocuaeposara. [Ipu
nnara ¢ oopMeHa nupo3a € HeoOX0UM PeJOBEH exorpad)CKi KOHTPOJI C OIVIe/l CBOSBPEMEHHOTO yCTAHOBSIBAaHE Ha
IIBPBUYEH YEPHOIPOOCH pakK.
VII. Uadopmarus 3a OOHUS.

Ha Gonamre ce cho011aBa, 4e cTpaaaT OT CPABHUTEITHO PSIJIKO BELIECTBOOOMEHHO 3a00IIsIBaHe, KOETO odade
MOJUIeXKM Ha yCHelmHo jiedenue. Habmsira ce Ha HE0OXOQMMOCTTa OT CIIMpaHe yrnorpedara Ha ajKOXOJIHU HAIMTKH.
W3TpKBa ce BakHaTa polisi Ha TOAMIIHOTO KOHTPOITHO M3CIIE/IBAHE 32 MPEAO0TBPATSIBaHE Ha KIMHUYHHUTE PELUIUBH.

IOBEJEHUE TP PORPHYRIA VARIEGATA U3SIBEHA C KOJKHA CUMIITOMATHKA

OCBeH C OCTBp IPUCTHIL, porphyria variegata Moxe Jia ce M3pasd U ¢ SPO3UBHO-0YII03HA (POTOCCHCHOMITH3AIIHS,
NPUYUHEHA OT OTJIOKEHUTE B KoXKara MOpQUPHHH U BB3ACHCTBUETO HA CI'lbHYEBUTE JIbuM. [Ipu MHOTrO OT GONHMTE
HHKOTa HE C€ Pa3BHBa OCTHP MPHCTHII, & SAMHCTBEHUST CHHPOM € KOKHHAT. Tol € HambiiHO cxozieH ¢ To3u npu PCT.

Tounara auarHo3a ce HocTassi OT CIIELHUAIM3UPAHOTO 3BEHO Bb3 OCHOBA Ha [TOBUILIEHATA EKCKPELHs Ha TOPGUPUHH
¢ ypuHara (4ecTo, HO He 3aJIbJDKUTENHO, KOIPONOPMUPUHBT € MO-BUCOK OT ypoHnop(UprHa) U CTPOro crietnpuuHus
3a 3a00JsIBaHETO MOPPUPUH-OEATHICH KOMIUIEKC B HATWBHA KPBBHA TUTa3Ma ¢ U3SBEH (IIyOpECIeHTeH MaKCUMyM Ha
626nm. B m3npaxHeHUsITa CHIIHO CE yBENINYaBa MPOTONOP(UPHUHBT U MO-MAJKO KONporoppupuHBT. 3a pa3iiika oT
PCT, xpoHHYHO Y4epHOIPOOHO yBpEXk/IaHE HE Ce Pa3BHBA.

EdukacHo neuenne Ha GoToceHcHOMIM3aMATa He ChiecTByBa. HeoOXomumMo e mpe/asBaHe oT IeHCTBHETO
Ha CITbHUEBHTE JIBYHM U OT TPAaBMH (BKJI. MUKPOTPaBMH) 110 pblieTe. BeaMokHOCTHTE HA (hamMMITHATa AMATHOCTHKA ca
OIMCAHU B aJTOPUTHMA NP MOPPHUPHH, TPOTHYAIIH ¢ OCThP MPUCTHIL. (T.VII).

HeoOxonumo e GosHute oT porphyria variegata ¢ U3siBeHa KOXKHa CUMIITOMATHKa Aa Obaar npodeCHOHaIHO
OPHEHTHPAHU KbM paboTa Ha 3aKpHUTO, M30ATBallla MUKPOTPAaBMH 110 pbueTe. [Ipu urnca Ha TakaBa BE3MOXKHOCT (HaIp.
MIpH HUCHK 00pa3oBaTeNeH IeH3) Te ca TPaitHO HeTPYA0CIIOCOOHN.

MHOBEJEHHME ITPU BPOJEHA KOIIPOIIOP®UPHUS C KOKHA CUMIITOMATUKA

Bponenara xomponopdupus, KosTo € J0cTa psAKO 3a00NsABaHe, ce N3pas3sBa INIAaBHO C HEBPOBHCLEPATHH
CHMIITOMH, HO TIpH 0k0110 30% OT clydauTe JOIBIHUTEIHO ce HaOMroaBa u (POTOCEHCHOMITH3ALIMS, KOATO CE U3pa3siBa
[JIABHO B XHUIIEPIIUTMEHTAINS U XHIIEPTPUX03a M0 OTKPUTUTE YaCTH Ha TSIIOTO.

[ono6no Ha PCT, mophupruH-0enTHYHAAT KOMIUIEKC B IJIa3MaTa MMa (pIyopeciieHTeH MaKCHMyM Ha 618nm, HO
KoIponopupHHBT B ypHUHATa M3pa3eHo MpeobiagaBa Haja ypornopdupuna. Ilpu octbp nopdupudeH npuctsn ce
MOBHILIABAT B ypUHATA O-aMUHOJICBYIHHOBATA KUCEIMHA U 0CO0EHO OpPoOMIMHOreHbT. VI3cieBaHMSTA CE H3BBPIIBAT
B CHIELUATIM3UPAHOTO 3BEHO.

KoxauTe mpoMeHH He Mmoasexar Ha edekTHBHO jedeHue. Heobxonumo e mpennaspaHe OT JEHCTBHETO Ha
CI'bHYEBUTE JIBYM M MUKPOTPAaBMHU IO pbuere. HeoOxonuma e choTBeTHa npodecroHanHa opueHranus. [lpu
HEBB3MOXKHOCT 32 TakaBa OOJTHHUTE ca TPaHO HETPYIO0CIOCOOHH.

HOBEJEHUE TP EPUTPOIIOETUYHA IMMPOTOINIOPO®UPUA

Epurponoernynara rnpotoropdupus € reHeTHIHO 3a00J1sIBaHe, IB/DKAIIO CE Ha YHACHIEIeH YacTuieH AeuiuT
Ha eH3uMa (epoxerarasa.
1. KinuHuYHM KpUTEpHUH 3a IMarHo3ara.

3a0osIBaHETO Ce XapaKTepU3Upa ¢ EPUTEMHO-EIeMaTo3Ha (POTOCEHCHOMITH3AIINS, TIPOSIBSBAIIIA CE OIIE B IETCKA
BB3pacT. Ciie]1 KpaTKOTpaHO M3JIaraHe Ha CIIBHIIE CE SBSBA OOJIE3HEHO M OTOYHO 3a4€pPBSIBAHE 10 OTKPUTUTE YAaCTH Ha
Tsu1oTo. To MpeMuHaBa U3BECTHO BpeMe CIIe IIpeKpaTsiBaHe Ha 00JbYBAHETO, HO CIIE]] TOPEMIIA OT MOAOOHH eIU30a1
penedbT Ha KoKara NOCTENeHHO 3arpy0siBa. Ts nuxeHudunypa, npugodMBa BOCHYHOIONO0CH IBIT M HANO/00sBa
HopToKanoBa kopa. Te3u mpomeHu ca Hall-n3sBEeHH 110 Hoca 1 Oy3ure. Okoo yCcTHHUTE ce 00pa3yBaT pagualHi paraau
¥ HAOpBUYKBAHMS, HO HUKOTA HE c€ JOCTUTra 0 00e300pa3sBaHus. UecTo ce ycTaHOBSABAT JaHHU 32 (JaMHIIHOCT, HO HE
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TIPY BCHYKHATE HOCUTENN UMa KIIMHUYHH U35BH.
II. ®uzukanHa Haxo/Ka MpH Mperieaa.

Cren m3narase Ha CITBHIIE TI0 JIMIIETO, BpaTa, YIIUTE U I'bp0a Ha ITAHUTE U MPBCTHTE ce HaOIronaBa O0e3HeH
eznemMaro3eH eputeM. Jlopu U 1a He € UMaJIo CKOPOLIHO 0ONMbYBaHEe, HAJIMIE € TpalHO 3arpy0sBaHe Ha peneda Ha
KOXKarTa 10 OTKPUTUTE YacTH C ONMCAHUS MO-rope xapakTep. OOMKHOBEHO HE C€ YCTAaHOBSBAT €PO3UH, MEXYPH U JIECHA
PaHUMOCT.

1. O6uwm naboparopHu u3cneaBanus. [Ipu moBeveTo oT OOITHHUTE HE CE yCTAHOBSIBAT MpoMeHH. [Ipu HIKoU OT TX UMa
JIeKa MUKPOIUTHA XUIIOXPOMHA aHEMHS, a TIPH JPYTH - cl1abu, HecTielM()UIHN MPOMEHHU B YepHOAPOOHHTE TabOpaTOpHH
nokazareny. JIumcsar 1aHHY 32 XEMOJIH3a.

IV. Cneunanusupanu nabopatopHu n3cneaBanus. V3BbppIiBaT ce B CbOTBETHOTO 3BEHO.

ITpoTonop$hupHHBT B EpUTPOLIUTUTE € YBEIMUEH IECETKH IBTH HaJl ropHaTa pedepeHTHa rpanuua. [Ipodupun-
OENTHUHMUAT KOMITIEKC B KPbBHATA I1a3Ma UMa (pIyopeclieHTeH MakCMyM Ha 632nm ripu Bp30yxane 408nm. Jlurncear
NPOMEHH TIPH U3CiIeiBaHe Ha NOPGHUPHUHUTE B YPHHATA, THi KaTo MPOTONOPGUPHUHBT HE IIPEMHHABA Ipe3 ObOpedHHs
¢untbp. [Ipn ponHUHKTE-TATEHTHH HOCUTENIH HE C€ YCTAaHOBSBA IIOBUILICHUE Ha IPOTONOPGHUPHHA.

V. [IpoTryane Ha epUTPOIIOCTUIHATA MTPOTOTIOPHUPHS.

[Tpu moBeveTo OoHM 32001IBaHETO MMa TOOPOKaUECTBEH X0/, 0COOSHO aKo ce H30srBa CITbHYEBOTO OOIbYBAHE.
CpaBHHTEITHO YeCTa € XOJeTNTHa3aTa, KaTo KOHKPEMEHTUTE ChbPIKaT | mpoToropdupHH ((ryopecuupaT 4epBeHo Ha
UV-cBernuna). [Tpu okono 5-10% ot GosHuTe, 63 sICHO yCTaHOBUMA IIPHYMHA, CE Pa3BHUBA TEXKKO ANU(Y3HO YEPHOIPOOHO
YBpEK/IaHE C UHTpaxeraTaiHa XolIecTas3a, KOeTo B IIOBEYETO CIIy4au Hanpe/Ba Obp30 U 3aBbpiiBa (aranHo. Oriarar ce
W3KITIOYUTEITHO TOJIEMH KOJIMYECTBA MPOTOOP(UPHH B UepHUst PO0 M XKITbUHKTE MTHINA. KonpornoppupuHbT B yprHaTa
MOXKE J]a C€ YBEIHYH.

VI. luarnosa.

[TocraBs ce OT cHeNMaNU3UPaHOTO 3BEHO Bb3 OCHOBA Ha E€PUTEMHO-e/leMaTo3HaTa (poToceHcHOMIM3anus,
ChYeTaHa ChC CTPOTO Crienn(pUYHNTE IPOMEHH B nopduprHoBaTa oOMsHa. [TocnenHuTe M3KIIOYBAT HEOOXOTUMOCTTA
oT mudepeHnraiHa auarHosa ¢ apyru goroaepmarosu. [Ipu pa3BuTre Ha TEXKO qu(y3HO YepHOAPOOHO YBpEKAaHE U
Xo0JIecTas3a ¢ HesiCHa €THOJIOTHS, aHAMHECTHYHUTE JaHHHU 32 TaKbB THIT (JOTOCEHCHOMIN3AINS H XapaKTEPHUTE KOXKHU
MIPOMEHHU Ca OCHOBaHHME 3a U3CIIC/IBAaHE HA MOp(GHPHHOBATA OOMSIHA, Upe3 KOETO IIe Ce MOCTaBH JUarHo3ara.

VII. Jleuenue.

N36srBaneTO Ha CITbHYEBATA CBETIIMHA € OCHOBEH (DaKTOp 3a MpeoTBparsiBaHe Ha (potonepmarosara. ToBa Hamara
0CcBOOOXKJaBaHETO OT BOCHHA CIIyk0a M MOAXOJsIIa npodecnoHaiHa opueHTanus (padora Ha 3akputo). [lomsara ot
OpAITHOTO TpUeMaHe Ha B-KapoTHH (TOM ce oTiara B Ko)kara, KbaeTo abcopOupa CBETIMHATA M CBBP3Ba CBOOOIHHTE
panaukanm) e quckycronHa. [lopaam TBepae Mankus Opoit O0IHM OT epUTpoIIOeTHYHA poTonopdupHs B bbarapust n
ChMHHTENHUS eeKT Ha [-KapoTHHa, B CTpaHaTa HSIMa BHOC Ha TAKUBA IIPCTIAPATH.

3acera y Hac He CHIIECTBYBA HAEK/THO JICUCHHE ITPH Pa3BUTHE HA OCTPO TU(PY3HO XOIECTaTHIHO YBPEXKIaHE.
[Mpunara ce cuMITOMaTHYHA TEPATIHS.

IHNOBEJIEHHME ITPU BPOJAEHA EPUTPOIIOETUYHA TOPOUPUA

Bponenara epurponoernuna nop¢upus (BEII, 6oxect na Giinther) e TBbpae psako 3abonssane. B
muTeparypara ca omnucanu okoio 100 6omam, a B beirapus mocera e ycranoBeH camo 1 ciy4ait. BEII ce apmku Ha
YacTH4eH Je(UIUT Ha eH3uMa yporopdupunoreH [1I-kocunTasa.

I. Knuanynaa xapTHHA ¥ JAHHK OT 1a00PaTOPHHUTE N3CIICIBAHUSL.

BEII e Haii-Texxko mpoTHyamara oT Bernaku nmopdupumn. [Iposssisa ce omie B Hali-paHHO AETCTBO (HadaiHaTa i
MosIBa y BB3PAcTHHU € psakoct). KimHnmunara kapTuHa ce Biajgee oT aBa cuHapoma: A. [lepmaranormueH u b.
XeMOnuTHYEH.

A. lepmaronornueH cuaapoM. OOycnaBs ce OT OTIOKECHH B Kokara mopdupuau (ypomopdupus I,
xomporiopdupu ), cBpBX0OpazyBaHu B epUTPONIOCTHIHATA THKAH, TOPaIX BPOICHIUS eH3UMeH edekT. KpatkoTpaiftHOTO
W3IIaraHe Ha CIBHIIC BOIW N0 TeXKKa OYIIO3HO-yNIepo3Ha U Iopu OyI03HO-HEKPOTHYHA (POTOCEHCUOMIIA3AIIHS.
Crny4aifHUTE MUKPOTPaBMH H JIECHO Pa3KbCBAIIUTE CE MEXYPH IO OTKPHUTHUTE YACTH HA TAIOTO OCTABAT JBJIOOKH
TOPIHIHH S3BH, KOUTO decTo 3arHosBar. [Ipu 6aBHOTO cH 3apacTBaHe Te 0Opa3yBaT MHOTO TpyOm 00e300passBamm
LKAaTPUKCH, KOUTO Ca XUTIEPITUTMEHTHPAHH WIIN ISTIUTMEHTHPaH!. TexkuTe AeopManun 3acsraT Hai-9ecTo MPbhCTHTE
(ocobeno kpaiinuTe (pamanru), Hoca, ycTHHTE, Oy3UTe, KIICaYnTe U yIuTe. Morar fja ce YBpPEIsT U POTOBHUIIUTE, KOETO
Jla IPUYHHY clenoTa. B neHTrnHa ce oTnarat mopupuHH, IIOpaan KOeTo 3601Te ca yepBeHokadsBr. Te gryopecimpar
yepBeHo Ha UV-cBemmHa. Hamune e m3pazena xuneprpuxosa. [lopaan otnemnsmure ce mopQrupuHE yprHATA € TEMHO
yepBeHa. [leneHnTe Ha HOBOPOIEGHOTO CHIIIO CE OIBETSIBAT B UYEPBEHO OT ypHHATA U MEKOHUYMA.

W3zcnenBanero Ha mopdupuHOBaTa OOMSIHA, KOETO C€ M3BBPIIBA B CIICIHATM3NPAHOTO 3BEHO, yCTAHOBSBA
CJICTHOTO: MHOTI'O BUCOKO OTZEJSHE Ha MOP(GHUPHUHHU C ypUHATA ITPU CHITHO M3Pa3eHO NpeodianaBaHe Ha yponophuprH
I nan ypomopoupun II; d-aMHHOIEBYIHHOBATA KHCEHHA U TTOPGOOHIMHOTEHBT B ypHHATA HE Ca MPOMCHCHH;
NOpGUPHHHTE B €PUTPOLIUTUTE Ca H3KIIFOUUTEIIHO BUCOKH; YPOIOPGHUPHUHBT B IUIa3MaTa € CHIIHO ITOBHUILCH.




BbATAPCKA XENATOTACTPOEHTEPOAOT WA .2006 - KH. 1 CTP.133

b. XemonutnyeH cunapoM. Xemoiau3ara, AbJDKAllla ce Ha rojieMUTe KojudecTBa ypormopduput I B
EPUTPOLIUTHUTE, € PA3HOCTENICHHO NPOSBEHA y pasiIuyHHUTE OONHH. XapaKTepusupa ce ¢ UKTep, MOHWKEHHE Ha
XeMorIoOMHa U Oposi HAa EPUTPOLUTUTE, AHU30INTO3a, TIOMKUIIOINTO3a, TIOJIMXPOMAsHsl, PETHUKYIIMTO3a, 6a30(miHa
MTyHKTYyallMs, HEKOHIOTHPaHa XUIepOMIMpyOUHEMUs M JIMIICA Ha XanTorIoOuH. [Ipy KOCTHO-MO3bYHA ITyHKIHUS CE
YCTaHOBSIBA EpUTPOUIHA XuIepriasus. Pa3BuBa ce crijieHoMeranus, KOsiTO ChILO JOMPHHACS 32 aHEMUSTA U MOXKE J1a
JIOBeie 70 JIEBKONeHus 1 TpombonuroneHus. [locnennara moxe na Obe MpUYIMHA 332 XeMOparudHa auare3a. TexKo
W3SBEHUAT XEMOJINTHYECH CHH/IPOM MOHSIKOTa BOJIH JI0 (haTaneH U3XO7.

IIpu penkure ciayyau ¢ HadyanHa u3sasa Ha BEII B mo-kbCHa Bb3pacT XEMOIUTUYHUTE IIPOMEHHU Ca JIEKU WIH
murncsat. [Ipu BEIT He ce pa3BuBaTr ocTpu MOpGUPHIHN TPUCTHIIH.

II. Inaruno3a.

[TocraBst ce OT clienaIu3UPAHOTO 3BEHO Bb3 OCHOBA HAa ChbUETAHUETO MEXy TeKKa Oyn03Ha (ororepmarosa
1 XEMOJIUTUYEH CHHIPOM, PAa3BHBAILH CE€ OT paHHA AETCKA Bb3PACT, U CUIIHO U3SBEHUTE IPOMEHH Ha NOpGHUPHHOBATA
0o0OMsIHA.

III. JIeuenwue.

Heo0xonumo e U3KITIoUUTEIHO CTapaTeHo H30sIrBaHe Ha CirbHYeBara cBenHa. [Ipu 3arHosiBaHe Ha KOKHHUTE
JIe3UH BBTPEIIHO M BHHIIHO CE MpHIaraT aHTHOMOTHUIM, 32 Ja ce MPEeloTBPpaTaAT 00e300pa3sBaHUATa upe3 M0-0bp30
3apacTBaHe.

ITpu mo-TeKKKU XEMONUTHYHH SIBICHHS C€ M3BbPIIBAT KPbBONpPENUBaHUs. Korato kpbpBonpeImBaHusaTa Ca YECTH,
HeoOxoquMo e ycrnopelnHo na ce npuiara u Desferal, 3a na ce uzberne xemarocuaeposata. I[lpu uectu
KMBOTO3aCTPAIIABAIIN XEMOJIUTHIHH IPOSBH CE MPETIOPHIBA CINICHEKTOMUS, KOSITO MMa 100Bp eekT. MHOZHHCTBOTO
0T OOJIHUTE Ca NMPAKTHYECKH HETPYJOCIOCOOHH.



