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SUMMARY

Porphyria Cutanea Tarda (PCT) is the most common of the Porphyrias and results from a
deficiency of the enzyme uroporphyrinogen decarboxylase (UROD). Porphyria Cutanea Tarda (PCT) is a
rare disorder characterized by painful, blistering skin lesions that develop on sun-exposed skin
(photosensitivity). Affected skin is fragile and may peel or blister after minor trauma. Liver abnormalities
may also occur. PCT is essentially an acquired disease, but some individuals have a genetic (autosomal
dominant) deficiency of UROD that contributes to development of PCT. These individuals are referred to
as having "familial PCT”. Most individuals with the inherited enzyme deficiency remain latent and never
have symptoms

Large amounts of porphyrins build up in the liver when PCT is becoming active. The disease
becomes active when acquired factors, such iron, alcohol, Hepatitis C virus (HCV), HIV, estrogens (used,
for example, in oral contraceptives and prostate cancer treatment) and possibly smoking, combine to cause
a deficiency of UROD in the liver. Hemochromatosis, an iron overload disorder, also can predispose
individuals to PCT. In patients with acquired PCT, males and females are affected more than males. The
disorder usually develops after the age of 30 and its onset in childhood is rare. PCT is found worldwide
and in all races. PCT is a rare disorder the prevalence is estimated to be approximately 1 case in every
10.000 to 25,000 individuals in the general population.
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IMosguss xoxuas mnopoupus (IIKII) - mambomee pacmpocrpanénHas ¢opma mnopbupuu,
00yCJIOBIeHHAs HapylIeHHeM CHHTe3a TeMOB IIeYeHH, COITPOBOXK/IAIOMAACS IIOBBIIIEHHBIM 00pa3oBaHUEM
¥ BEIiejIeHHeM yponopupHHa M KoIpomoppupuHa MOYOH M 3aJep:KKOHM MX B Koxke. Bcrpeuaercs c
gacroroir 0,5 cayuaes Ha 100 000 mHacemenus. Bmepsble 3TO HasBaHHe OOJIE€3HH OBLIO IIpe/IJIOXKEHO
J.Waldenstrom B 1937 r. OnHako B JIUTepaType BCTPEYAIOTCA U IpPyTHe TEPMHUHBI: KOXXKHO-OyJLIe3Has
dopma noOphUPHHOBOH  OOJNE3HH, AKTUHWYECKUH  TpaBMaTU4YeCKui OyJIIe3HBIH  JepMaros,
cUMITOMaTHYecKas Iopupus, mo3gHAA KoXKHasg mopdupus u zap. [1,2].

ITpuunnoit BosuukHOBeHus [IKII ABnaferca HapyumeHme CHHTe3a reMOB B IIeYeHU BCJIEJICTBHE
IIATOJIOTUY, HACJIeZyeMOH IO ayTOCOMHO - JOMHHAHTHOMY THIIy C BapHaOeIbHOH SKCIPeCCHBHOCTHIO
TeHa, WIM HENOCPeACTBEHHO B pe3yJbTaTe 3a00JeBaHUA II€YeHH (XpPOHHYECKHII TIellaTUT, LHUPPO3).
ITpoBonupyromumy GakTopaMu ABIAIOTCA: 1. QIKOTOIB 2. COMH TAKEIBIX METALIOB (MBINIBAK, CBUHEI] 1
BXOJAIINI B COCTaB STHJIMPOBAaHHOTO OeH3MHa, KOOaIbT, ypaH, hocdop, prop u ap.) 3. meKapcTBeHHbIE
mpemnapats! (6apOUTypaTsl, aHTUMAJLIPUIHbIE ITpenapaThl B BBICOKUX [03aX. Ipu3e0dyIbBUH, SCTPOTEHSHI,
IIpemaparsl xeye3a). B mociesHue TOABI CPey TPUITEPHBIX (aKTOPOB BBIABIAIOTCA BUPYC remaruta C
(HCV). Ilpu IIKII uvacrora BeisBiaenus antutea K HCV cocrasiger 76-82 %. Uunynuposanusie HCV
IeCTPYKTUBHEIE IIOBPEXAEHHA IellaTOIUTOB BeAYT K PasHOOOPa3HBIM (PYHKIIMOHAIBHBIM HApYIIEHUIM
meuyeHu M obMmeHa mopdupunoB. [laTorenmoe QoromuHamMuyeckoe gelicTBHe NOPPUPHHOB HEPELKO

ycyrybmserca TpaBMamu [3,4].
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Yactuunsrii 610k yponopdupunoren - III - mexapOGokcmiaassl, ydacTByIoueil B OHOCHHTe3e
MOpGUPUHOB, C yBeJIMYEeHHEeM aKTUBHOCTH IIEYeHOYHON CHHTETa3bl CUTMA - aMUHOJIEBYJIMHOBOH
KHCJIOTHI, IIPUBOJUT K YBeJIMYEHHUIO YPOBHSA MOPGUPUHOB (IIJIa3MbI, MOYH, IIeYeHH, KaJIa) C IIOCIeAyIome
dboToceHCHOMIM3aIIEH TKAHEH.

ITaromopdonornueckn  OOHApYKMBAlOT OSIHUAEPMO -  JepMajbHBle IIy3bIpHU, HHOTZAA
pacIloyIOKeHHble BHYTPH MAaJIBIINTHEBA CJIOA DSIHepMuca. B gepme ompeznensercs ¢GuOpo3Has
ZeTeHepalys 3JIaCTUYeCKHX M KOJUIAT€HOBBIX BOJIOKOH. C IIOMOIIBI0O MMMYHO(EpMEHTHOTO aHaIH3a
(UDA) BrraBisercs ¢puKcanus IMMYHOTIO0yInHa K1acca G B CTEHKAaX COCYZOB

Knruanueckas xapruna IIKII xapakrepusyeTcs XpOHHYeCKUM TeYeHUeM, PeIIuANBEl BOSHUKAIOT B
BeCeHHee - JIETHUH IIepuof, M OOyCJIOBIEHBI OOsydeHHeM. lIpeMMylnecTBEHHO OOJEIOT MYXXYHHBI
CpeLHero U IIOXKWIOro Bo3pacta. Yucio xenmuH cpeny 60abubIX [IKII cocrasnsaior 5 - 6 %, meteit meHee
1%. Ha xoxxe BOJIOCHCTOI YacCTH TOJIOBBI, JWIA, €U, YIIHBIX PAKOBUH, KUCTeH BO3HHUKAIOT 3yAIINe
ITy3BIPHBIE BBICBIITAHUSA AMAMETPOM MeHee 1 CM C CepO3HO-TeMOPpPAarudecKUM U I'HOMHBIM COZEeP>KIMbIM,
OCTaBJIAIOIIME II0C/Ie BCKPBITUA KOPKU, PyOLBl, aTpodUIo, THIePIUTMeHTAIuI0, CKIePOAepMONOo 00HbIe
o6pazoBanug. OTMedaeTcs Jerkas paHUMOCTD KOXXU IIpu Maseinreil TpaBme. Habmomaercsa nuddysHsIit
MeJIaHO3 OTKPBITBIX YYacTKOB KOXHOTO IIOKPOBAa, (HOJIETOBO - KOPHUYHEBOe OKpallMBaHUE BeK,
xoupHKTHBEL. [TKII cBOMCTBeHHBI IOpaXkeHUs ITe4eHU (OTIOXeHHe MOpUpHHA - IUPPO3). HApYIIeHHe
GYHKINM KeNyfOYHO - KHUIIEYHOTO TPaKTa, CyOaHAIIMAHBIM TaCTPUT, OXHUpeHHe. Bcrpewaercs
pasHoOOOpa3ye IIATOJIOTHMM OPraHOB 3peHHA: KOHBIOHKTHBUT, pacCIIMpeHHe COCYZOB TIJIa3HOTO [Ha,
IIOMyTHEHHe POTOBHIIBI, HapYIIeHNe IIBeTOBOCIIPUATHA. I1py 1aG0paTOPHBIX NCCIeAOBAHMAX BBLABIIAETCS
MOBBINIEHNEe AaKTUBHOCTH AaMWHOTpaHCdepas y IJIIOTaMIITPaHCGhepaspl, THUIIepraMMario0yInHeMUs,
runepnopbupruHeMus, runepdeppemusd. [IaTorHOMOHNYHO yBeImueHNe KOHIIEHTPallul yporopbruprHa
u xonpomnopdupuna I, III dpakiuii [5,6].

Brrzenaior 2 OCHOBHBIX THIIA 3200JI€BaHU:

1. mpuobGpeTeHHBIN (CHOpafMYeCcKUil), BO3HUKAOWIWKA BCIAEACTBHME JUCPYHKIUKU IeUYeHH WU
37I0yTIOTpebIeHNs aJIKOTOJIeM, BO3IEHCTBHA IeKapCTBEHHBIX IIPENapaToB, FellaTOTOKCHUYeCKUX fAJOB,
TSDKEJIBIX METaJIIOB, TOPIOYe - CMa304YHBIX MaTepranos (y My»x4uH B Bozpacte 40-50 set), mpu KoTOpoM
CHIDKeHHe aKTUBHOCTH (pepMeHTa yPOIOpPPUPUHOreHIeKapOOKCUIa3hl IPOUCXOIUT TOJIBKO B KJIETKAX
Ie4eHn

2. HaclIeACTBEHHBIM (ayTOCOMHO - JOMMHAHTHBIN), BBIABISEMBI B JETCKOM BO3pacTe BO BCEX

IIOKOJICHUAX, IIPY KOTOPOM CHMIXXEHHE aKTUBHOCTU (l)epMEHTa HEI6JIIO,ZLHETC}I BO BCe€X TKAaHAX.

Jns mopreepxaenus guarnosa IIKII HeoO6xomuMo cremyromee: HCCIefOBaHEE MOYH IIOJ, JIAMIIOH
Byzna: spko - posoBoe MM OpaHXXeBO - KpacHOe CBeUeHHe CBUJIeTeJIbCTBYeT O IIOBBINIEHUM YpPOBHA
NOpQHUPHUHOB; HCCIeZOBaHHE >KeIyJZOYHO - KHIIEYHOTO TpaKTa U IIe4eHH C HCIIOJIb30BaHUEM
KOMIIBIOTepHOH Tomorpadmu wmu Y3V medeHM [ud MCKIIOYEHUA OIYXOJIHM; IIOCTAaHOBKA
GYHKIMOHAIBHBIX IIPO0 IeYeHW M IIOYeK; KOJIMYEeCTBeHHBIM aHaIu3 NOpPGUPHUHOB B Moue, Kajle M
SPUTPOLUTAX; OIIpefiesieHre COAep KaHMA JKejle3a, IIOCTAHOBKA CePOJOTHUeCKUX peaKIuil Ha BUPYCHBIH
TeIIaTHUT; TeCTHI Ha BUPYC UMMyHOZeUIIUTa YeI0BeKa.

ITpu mpoBeZieHNY JIeYeHUA NUCKIIOYAETCA BO3/eHCTBYe COTHETHBIX JIydell Ha OTKPHIThIe YIACTKHI
KOXX{ (HCIIO/Ib30BaHME COJIHI[E3AMMHOTO KpeMa). PexoMeHAyeTcs IOJHBIA OTKa3 OT QJKOTOJMA U
BO3ZEHMCTBUS [PYTUX TelAaTOTOKCHYeCKHMX (akTopoB (B TOM duwuciae IpueM GapOuUTyparos,
cynbdanuramunos). [lokasaHsl IPOTHBOMAIAPHITHEIE IIpeIIapaTsl - Zeaarui (XI0poxuH) mo 125 mr 2 pasa

B HeleTIo B TeueHue § - 18 Mec, remaToTpomnHble penapaTsl (TeIITpasl, ScceHnnane GopTe) U IUIOTPOIIHbIE
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(mMmamuz, maHraMaT KaJdbLMsg) CpeACTBA, BUTAMUHSBI Irpynmsl B (oco6enHo B2. Be. Bi2) HuKOTHHOBaI U
donueBas KHCIOTAa. B HEKOTOPBIX CIy4asxX IIOJOXKUTENBHBIN 3(hGeKT OKa3bIBAIOT KPOBOITYCKAHMA
(o6bpemom 500 M ¢ uHTepBaoM 1- 2 Hex u mMoAAepskaHHeM ypoBHA remorsio6uxa He Boie 100 /1 u
ceaHCH IIasModepesa i1 MOOMIM3ALNY IOPPUPUHOB U >Keje3a U3 IedeHH. MeCTHO HCIIONB3yIOTCA
IPUMOYKM C AHTHCEITUKAMU, IIPOTHUBOBOCIATHUTEIbHbIE W OSIUTEIU3UPYIOUIME CpeZCcTBAa (aKOBEruH,
COJIKOCEpHJI) HeTraJIOreHU3UPOBaHHbIE KOPTUKOCTEPOUJHBIE KPEMBI U Ma3u (afBaHTaH U Jp.)

Bonsnoii K. 55 ner. 3abonen 8 ner Hasaz, Korza mocie IpeOBIBaHIA Ha COMHIIE HA KOXe KUCTei
BO3HHMK/IN ITy3BIPBKOBBIE U ITy3BIDHBIE BBICBHIIIAHUA Ha (OHEe OTeKa M KPACHOTHI, SI3BOYKH, KOPKH,
COIIPOBOXZAIOIIMECA YYBCTBOM OKeHHA. JlepMaTosor IO MeCTy JKHTeIbCTBA JUATHOCTHPOBAJI
doromepmaros.  IIpoBommioce  jleyeHMe ~ KOPTHKOCTEPOMAHBIMH  IIpellapaTaMH  (AUIIPOCIAH
BHYTPUMSBIIIEYHO, MAasu IIeJIeCTOfepM U TpuzepM c BpeMeHHbIM 5pdextom). Ha mpormxenun
IIOCJIeAYIONIUX JIET OTMeYaJl BOJIHOOOpasHoe TeueHue 6ose3Hu. I1y3bIpHbIe BRICHIIIAHUA CAMOIIPOM3BOIBHO
WU TI0CIe Majeileil TpaBMBI BCKPBIBAINCH, HX COLEPKUMOEe CCHIXaJIOCh B KPOBIHUCTBIE KOPKH, IIOCTIE
OTTOp>KeHHS KOTOPBIX OCTAaBAJINUCh PyOumku. JBa roza Hasaj aHAJIOTWYHASA CHINb CTAja ITIEPUOLUYECKU
TIOSBJIATHCSA HA KOXKe BOJIOCHUCTOH YaCTH TOJIOBBI, JINIIA, YIIHBIX PAKOBUH, IIeH, IPyAH, IpeIIedbax. B
JIekabpe 5TOro roja GBI JMArHOCTHMPOBAHA IO3LHIA KoxxHas nopdupus. B anmamuese OPBU, rpunm,
mHeBMOHU, renatuT C, XpOHUYECKUH XOIenUCTUT (BHe OOOCTPEeHMUS), XPOHUIECKHUIl TaCTPOLYOAEHNUT,
nmeMudeckas OOJe3Hb CepAlla, apTepHalbHAsd TUIEPTeH3Ud, COTPACEHHe TOJIOBHOTO MO3Ta,
37I0yTIOTpelbIeHre aIKOTOJIEM.

JlokapHBIN CTATyC: Ha KOXKe BOJIOCHCTOH YaCTH TOJIOBBI, YIIHBIX PAKOBUH, JIUIlE, TPYAU, TBLIBHOM
IIOBEPXHOCTH KHCTeHl MMeIOTCA HeMHOTOYHCIeHHBIEe Be3UKyJe3Hble M Oyiae3Hsle 3ddopecreHInu
Pa3JIMYHBIX Pa3MepOB C HAIPSXKEHHBIMH, JIETKO Pa3phIBAIOIIMMUCS ITOKPHIIIKAMU, CEPO3HBIM M CEPO3HO -
TreMOpparudecKuM COJEP>KUMBIM, IIOBEPXHOCTHBIE ODPO3HH SPKO - KpPacHOTO IIBeTa, CEPO3HO -
reMopparudeckue U CEpPO3HO - THOMHBIE KOPKH. B MecTax 3aXuBIIMX Ae(eKTOB OTMeYaloTCA Odaru
OUCXPOMHM C HEYeTKMMHU TPaHUIAMU U aTpodUdYecKue PpyOUYMKM HENPABIJIBHBIX OYepPTaHUM.
CyOBeKTHBHO UYBCTBO MOKEHHS M IOKAJBIBAaHMA B odarax mopakeHus. OOImee COCTOSHUE GOJIBHOTO
YZOBJIETBOPUTEIBHOE.

Moya posoBoro mBeTa, B CBeTe YJAbTPahUONETOBBIX JIydell JaMmbl Byza - KpacHad
dbmoopecuennug. B 6noxuMuyeckux aHajM3aX KPOBU IOBBINIEHHE YPOBHA aJaHMHAMHHOTPaHC(heEpPaskl,
acmapraTaMuHOTpaHcdepassl, merouHol pocdartass! xo 50, 56, 320 EJI/n cooTBeTcTBEHHO. AHATN3 MOYH
Ha TOpUPHUHBI OJIOXUTeNbHBIH. B csiBopoTKe KpoBu MeTomom VIDA BrIaBIeHb cymMMapHsie auTu - HCV.
Jpyrue nabopaTopHble IIOKasaTeau B IIpeZesax HOpMSBL J3akmodeHue Y3V mewenm: nucpdysHsre
U3MeHeHUs IeYeHU, GUOPO3HO - KUPOBBIe M3MEeHEeHUA IO KeTyJTOYHOH >Kese3sl. Ha3HaueHa Tepamus:
nemarun 0,25 2 pasa B Hegemto, BuTamMmuH B 12 mo 500 Mr BHyTpuMSBIIEYHO 4Yepe3 AeHb, 1% pacTBOp
HUKOTHHOBOH KHCJIOTHI 1 MJI BHYTpUMBINIeYHO 1 pa3 B cyTku, gokcunukanH 0,1 2 pasa B cyTKu, MeCTHO
TylmrpoBaHue dposuil cuabBemepMoM. I'K. B pesyimbrare mpoBeseHHOTro jed4eHHS B TedeHHe 4 Hes.
mpossnaerue IIKII perpeccupoBamu. PekomeHZOBAaHO TPOJODKHUTH IIOAAEP>KUBAIONIYIO TEPAIIHIO
JenarvioM B no3e 125 mr 1 pa3 B Hezenio B TedeHHe [JIUTENIBHOIO BpeMeHM Ha (oHe Ipuema
TeIlaTOTPOIIHBIX IIPEIIapaToB.

Taxum 06paszoM, IpoBeileHHOe HAOIIOleHNe IeMOHCTPUPYET TPYAHOCTH U OIINOKY AHUATHOCTUKY
ITKII. MuorometHee TeueHue, pedppakKTepHOCTH K IIPOBOIUMOII Tepanuu, CBI3b 000CTpeHus 3a60IeBaHMA
C COJIHEYHOH WHCOJIAIMEH JOJDKHBI CBOEBPEMEHHO IIPHBJIeYh BHUMAHME Bpada U PACIIUPHUTH CIEKTP
IIPOBOJUMBIX HCCIENOBAHHMII i1 YTOYHEHMA JuarHosa. Hamre KiumHWdYeckoe HaOIIomeHUe

JEMOHCTPHPYET, 9TO TIIATEJIBHO CO6paHHBIﬁ dHaMHe3, XapaKT€pHas KJIMHHWYECKddA KapThHa C Y49eTOM
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AAHHBIX JIEI6OP8TOPHOI‘O O6C.TI€,ZI;OBaHI/I5I IIO3BOJIIET CBOEBPEMEHHO AHUATHOCTHPOBATH AAHHYIO PEAKYIO

IIaTOJIOTUIO KOXH, a IIPpaBUJIBHO no,n;o6paHHa;1 aJ€KBaTHAsgA Tepanud - I,II;O6I/ITI>C}E[ IIOJIOXKHUTEJIIPHOTO

adbdexra.
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