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BCTYITIAEHVE

[oBbIlIeHHE YYBCTBUTENBHOCTH K yAbTpaduoe-
ToBOMY M3nydeHuto (YOUW) pazBuBaercs mpu psjae
3a00JIEBaHMIl COEOUMHUTENLHOM TKAHU, HATOJOIUU
renaTo-OuIMapHON U 3HJOKPUHHON CHCTEM, a TaKkKe
B pe3ylibTare NEeHCTBUS Pa3HOOOPA3HBIX IK30TECHHBIX
(axTOpOB, CIIOCOOCTBYIONIUX (OPMHUPOBAHHUIO (HOTO-
cencubmmmsanuu [1,3,6,7,19,21]. Yame Bcero oro-
TOKCHYECKHE PEaKIMH BO3HUKAIOT BCIIEICTBHE COUe-
TaHHOTO 3 dekra HOoTOIKCIOZUINH C IPUEMOM HEKO-
TOPBIX JIEKAPCTBEHHBIX MPENapaToB, SBISIOLUIUXCS
dotocencubmmmzaropamu [10,11,12]. Muorue dap-
MalleBTHUECKUE BEIIECTBA MOBBIILAIOT YYBCTBHTEIb-
HOCTb KOJKH K COJTHEUHBIM JTy4aM He CaMOCTOSTEIEHO,
a OIOCPEeNOBAHO, BCIEACTBHE WX CIOCOOHOCTH
Hapymars nopdupuHOBBIH oOmeH [5,14,16]. Ilop-
(GbUpHUHBI SBISAIOTCS XpoModopamMu — (U3HOIOTHYIC-
CKUMH OEJNKOBBIMH CyOCTaHIUSIMH KOXH, T.€. MOJIe-
Kylamy, nornomatomumu YO B BOTHOBOM CIIEKTpe
400-320 mm. IlopdupuHOBBIC COCTMHEHHS BBIpada-
THIBAIOTCSI B KOCTHOM MO3Te€, a TaKXKe MOCTYNaloT B
OpraHM3M C TIHINEH, MPU COCHMHEHUU C KEIE30M
OHH 00pa3yl0T COCTABHYIO YacTh TEMOIIOOMHA DPHU-
TpouuToB — rem [2,14]. Ilpu HapymeHun 53TarnoB
oOpa3oBaHus W MeTaboIM3Ma MOPGUPHHOB (THIIEP-
MPONYKIUs, 3aepKKa dIUMUHALNHN, AeQuuuT dhep-
MEHTOB CHMHTE3a TeMMa H JIp.) C OTIOKEHUEM H30bI-
TOYHOTO KOJMYECTBa MOP(GHUPHHOB B KOXKE U PE3KUM
yBEIMUCHHEM (OTOUYBCTBUTEIBHOCTH KOXKH, pa3-
BHUBAIOTCS pasziauuHbie popmbl mophupwmii [10,22,23].
B Hacrosmiee BpeMsi BBIACISIOT MEPBUYHBIC U BTO-
puuHbBle TOpPQUPHH, OOYCIOBIECHHbIE OCHOBHBIM
3a0oeBanreM (aHEMHH, HHTOKCHKanuu, rematut C)
[8,9,16,22]. Pasnuyaror nBe rpynmbl nopdupwuii:
MPH  IPUTPONOITUYECKUX mopdupusx (ypomop-
¢upus [roHTEepa M TmpoTomopupHsi) HAOTIOmACTCS
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HapyIlleHne CHHTe3a MOp(QUPHUHOB B HOpMOOIacTax
KOCTHOTO MO3ra; Ie4eHO4YHble mophupuu (MO3aHsA
KOXHasi mopupus, ocTpas mepeMexarouascs mop-
¢bupus, BapuerarHas mopQUPHUs U HaCIeICTBEHHAs
Korponopupus) CBA3aHHBI C HApYLIEHUEM MeTabo-
J3Ma TOp(GHUPHUHOB B ITEICHOYHBIX KiTeTKax [1,2,4,5].
[pu Hanmuum cneunpuueckol Me4eHOYHOH hepMeH-
TomaThuu — JeUIUTe yporopPUpUHOTeHIeKapOOK-
CHJIa3bl MIPOMCXOJUT HAKOIUICHHE B OpraHU3Me IOp-
(UpHMHOB W pa3BHBAETCs OAHA U3 PAa3HOBHIHOCTEH
[IEYCHOUHBIX MOPGUPUIl — TO3AHAS KOKHAs IIOp-
¢upus (ITKIT) [10,21]. TIKIT — pacnpocrpaneHHast
¢dopma medeHOUHOW mMOpdupHM, KOTOpas Hamboiee
4acTO BCTPEYAeTCs B NPAKTUKE Bpauda-IepMaroinora
[8,11,22]. Hakomnenue B Koxe THAPOPOOHBIX H
ruapopuabHBIX  (paknuii MOpGUPUHOB  CIIOCOO-
CTBYET Pa3BUTHIO CHHAPOMA OCTPON KOXKHOU (POTO-
YYBCTBUTEIBHOCTH M CHHAPOMA XPYNKOCTH KOXH
[6]. Knunnueckas kaptuna IIKII xapakrepusyercs
MOSIBJICHUM  PEUAMBUPYIOMINX OYyJIE3HBIX, 3pO-
3UBHBIX BBICHINIAHUH, HE CKJIOHHBIX K 32)KHMBJICHUIO,
TUNIEPIIUIMEHTAMM Ha Y4YacTKax (OTOIKCIIO3ZULIUU
KOXH, 4TO TpeOyeT MpOBeAEHHs THIATeNbHON Au(-
(epeHIMaNbHOM AUArHOCTUKU ¢ OyJUIE3HBIMU Jep-
Maro3aMy M JIPYTUMH Pa3HOBHIHOCTSMH (OTOHIEp-
mato3oB [1,13,15,20]. BriaenstoT HaCIeICTBEHHYIO
IIKII ¢ HaguareMm QepMEHTONATHH MHOTHX TKaHEH,
u npuobperennyto IIKII, koropas pa3BuBaeTcs B
pe3ynbrare AeHCTBUS NPOBOLMPYIOMINX (PaKTOPOB Y
OONBHBIX C (PEpMEHTHOW HEAOCTATOYHOCTHIO TICUCHU
(anmkoromb, STaHOIN, XJOPOXHH, ICTPOTEHBI, OapOu-
TypaThl, Cyiab(QaHuIaMunbl, TIpu3eo(yIbBUH, IIpe-
maparbl Keje3a, COJNIM TSHKENbIX METAJIOB, HedTe-
npoaykTel M T.4.) [15,17,18,21]. B nuteparype BcTpe-
YarTCd €QUHUYHBIE cooOImeHus o 6onpHbIX ¢ ITKII,
OJIHaKO, IO MHEHHIO MHOTHX aBTOPOB, B TOCIIE/IHEE
BpeMs HaONomaeTcs yBEIWYEHUE YIEIbHOTO Beca
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3aboneBanmii mopdupuHoBoro obomena u IIKII B
cTpyKType poTomepmarosos [2,22].

B nepmaronorudeckom otaenenuun I'KKBJI Ne 1
I. JIoHelka HaXOAMIach OOJbHAs C MO3MHEH KOXKHOM
nophupuell, y KOTOpOil 3abojeBaHHWE pa3BHIOCH
MocJie JUIUTENbHON TepanmuM IpernapaTaMH >Kenes3a
(puc. 1, 2). IlpuBomum omnmcaHue KIMHUYECKOTO
CITydJast.

bonvnas V. 1935 roma poxaeHHUS TOCITUTAIH-
supoBaHa B cramuoHap ['KKBJ Nel r Jlonenka
17.09.2009 1. ¢ xamobaMu Ha HEMPEPBIBHO-PEIH-
JTUBUPYIOIINE BBICHIIIAHUA HA JIMLE U KOHEUHOCTSX,
CeMeiiHbplii aHaMHE3 HEe OTATOIIEH, TshKeJIbIe 3a0071e-
BaHUS ME€YEHU M BHYTPEHHUX OpraHoB oTpuilaer. He
KypHT, aJIKOTOJIeM He 31oynorpednser. U3 anHamHesa
3a007IeBaHMsI YCTAHOBJIEHO, YTO  BIIEPBBIC BHICHI-
MaHUs TOSBUIIMCH HAa KOXKE€ JIEBOM TOJEHH BECHOMU
2004 roma, a 3areM pacHpOCTPAHUIIUCh Ha KOXKY
KuCTeH u ymna. JleOror 3aboneBanus U yXyAIlIeHHE
COCTOSIHHSI OOJIbHAsI CBS3BIBACT C YaCTOM TpPaBMaTH-
3anuei KOXKU KHUCTEH U CTOI IpH paboTe Ha MpHyca-
NeOHOM ydacTKe BO BPEMS CE30HHBIX paboT B MEPHOL
AKTUBHOM HUHCOJNSILUMK, B 3UMHUN NEPUOA MalU-
€HTKa OTMEYaeT CaMOIIPOM3BOJIIBHOE HMCUE3HOBEHHE
BbICBINIaHMN. Jleuwnnacs y nepmarosiora mno MecTy
XKUTEIbCTBA C JIUATHO30M «JK3eMa» C BPEMEHHBIM
ynyumenveM. [locinenHee obocTpeHne Hadalioch B
asrycte 2009 roga. B anamHe3e — onepaTuBHOE BMe-
IIaTeThCTBO MO TIOBOAY KHUIIEYHON HEMPOXOAUMOCTH
HEU3BECTHOIO TeHe3a (OTCYTCTBYET METUIMHCKA
nokymenranus) B 2001 r. B TeueHwe mnocimemHux
5-7 et HaONMIOMAETCsT Y TEMAaTOoJIOTa B CBSI3U C YKeJe-
3oneUIMTHON aHEeMUEH, B CBSI3U C YeM HEOHO-
KpaTHO Tojyd4alla JIeYeHWe TMpernapaTraMu >Keiesa.
[Ipu mocrynneHnn NpeabsSBISET KajJoObl Ha pac-
MIPOCTPAHECHHBIE BHICHIMIAHMS HA KOXKE JTUIA U KOHEY-
HOCTEH, JErKyl PaHUMOCTb KO)KH, HHTCHCHBHBIN
3yA ¥ OOJIE3HEHHOCTh B MECTaX BBICHINIAaHHUM. JKanob
CO CTOPOHBI BHYTPEHHUX OpPraHOB HE MPEIbSBISCT.
Obmiee coctosHUE yAOBIECTBOpHUTENbHOE. Koxa u
BUAMMBIC CIHM3UCThIE BHE OYAroB MOPa)KCHUS 0e3
ocobenHocteir. Ilepudepuueckue nuMmpaTnueckue
V376l HE YBETUYCHBI, 0¢300JIe3HCHHBI, HE CITasTHHBIC
¢ mojuiekanieil Tkanbto. [Ipu aycKkynpTanuu 1bIxanue
BE3UKYISIPHOE, XPHUIOB HeT. JlesaTenpHOCTh cepama
PUTMHYHAs, TOHBI NIPUIIYIIEHBI, apTepUaTbHOE J1aB-
nenne 130/85 MM.pT.CT., ynbc — 72 yAapoB B MHUHY-
Ty, pUTMHYHBINA, yIOBIETBOPUTEIHHOTO HAITOIHEHUS
W HanpsoKeHWsl. SI3bIK BIQXXHBIH, OOJOXKEH OelibIM
HaJeTOM. 3€B HE THUIepeMHUpOBaH. MUHJAIWHBI HE
yBenuueHsl. JKUBOT MpH MOBEPXHOCTHOM MaNbIIalliny
MSTKHIA, 0e30071€3HEHHBIN, TIEYeHb HE TalbIHPYETCA.
CumrnroMm [lacTepHanKoOTo OTPHUIATEIBHBIA ¢ 00EHX
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CTOPOH, (PU3UOIOTUYECKHE OTIPABICHHUS B HOPME.
Hepenast cuctema 6e3 BUAMMOI MaTOIOTHH.
[TaTomornyeckre N3MEHEHUS KOXKH JIOKATTU3YIOTCA
Ha OTPBITBIX y4aCTKaX — KOXKE IOJIEHEH, IPEAIUICYUi,
Ha ThUIE KHCTEH W CTOII, KOXKE JINIA B OOJIACTH IO~
Ooponka, 16a, HOoca. Knmamueckas kapTuHa 3a00-
JICBaHHS XaPaKTEPU3YETCS HAIMYMEM HAIPSDKEHHBIX
My3bIpEN J10 2 CM. B IMaMETPeE, C CEPO3HBIM U CEPO3HO-
FeMOPPAruyeCcKuM COZICPKUMBIM, PACIIOIOKEHHBIX
Ha OTEYHO-TUIIEpEMUPOBAHHOM ocHoBaHUH. [locie
BCKPBITHA ITy3BIPEl 3pO3WH OBICTPO MOKPHIBAIOTCS
CEPO3HO-TEMOPPArMYeCcKUMu  Kopkamu. CUMITOM
HukonbCkoro mONOXKHUTENBHBI B MecTax o0paso-
BaHHUS CBEXHX My3blpeil. B mecrax ¢oroskcrnosu-
LMW — HA JIMIIE, IIee, B O0JIACTH JCKOJIBTE, TpeATLIe-
YU, TOJICHEeH ¥ ThIJIa KUCTEeH oTMedaeTcs (PHOJIETOBO-
OpoH30Bass MUTMEHTAIMS KOXU. Pesynbrarel obcie-
nIoBaHUsA: oOmuii aHanm3 kpoBu: Hb- 152 r/m, Ep —
4,6 10/m, LII1-1,0, Jleiik — 4,2 10°*/m, E — 7%, I1— 1%,
C-60%, b —1%, J1-29%, M —2%, COD — 3 mMm/gac,
Tb — 110x10° (Hopma 180-320); npu ucciea0BaHUH
Mouu 110 Pe3HnkoBy n @enoToBy 10/ CBETODUIETPOM
Byna ormedaercs KpacHBIH OTTCHOK (ITFOOPECIICHITNN
BEPXHET0 CJIOSI MOYH; OMOXMMHYCSCKUN aHAIH3 KPOBH:
xKene3o KpoBu — 32,2 Mkmonb/n (HopMa 19,7-29.9)
[JIF0KO03a KpoBH: 5,0 MMOJIB/J1, 001IHiA Oesiok — 70 /71,
OwnupyOuH o0mmid — 23,3 MMONB/J, HPSIMOUH —
1,7 mMmonw/n, HenmpsMmoi- 21,6 mMonbs/n, AnAT —
17 E/, AcAT — 17 E/ , moueBuHa — 6,7 MMOJIB/JI, Kpe-
aTWHUH — 91 MKMMOJIB/JT; aHATTU3 KPOBU Ha aHTUTEHBI
BupycHbIX renatutoB (HAV,HBV,HCV) — otpuma-
TEJBHBIN; OOLIMI aHAIN3 MOYM O€3 IaTOJIOTHYECKUX
M3MEHEHH; MCCIeJOBaHne Kala W KPOBH Ha Tapa-
3UTapHYI0 MHBa3Hio — oTp.; PB — orpunarensHas;
LE-knetku He 00HAPYKEHBI; TUTOJIOTMYECKOE UCCIIe-
JIOBaHHWE MAa3KOB-OTIIEYaTKOB HAa aKaHTOJIUTHYECKHE
kietku Tranka - otp.; Y3U opranoB XKT — senenus
JUCKUHE3UU KEITYEeBBIBOISAIINX MyTed, MUQQy3HbIe
M3MEHEHMS NODKEIyJOYHON JKeIe3bl. AHaIU3 Kaja
Ha CKpPBITYI0O KpPOBb — IIOJOXKHTEIbHBIN. KinHu-
yeckuit nuaraos: [lo3nuss koxuas noppupus. O6o-
CHOBaHHEM JMarHo3a IMOCIy)XKWia TUIIHYHAS KJIH-
HUYEeCKas KapTHHa 3aboneBaHus (Oypo-¢uoneroBas
OKpacka KOXW, OyJUIe3HBIE BBICHITAHUS B MECTax
(hOTOIKCIIO3UIUH, JIETKASE PAHUMOCTh KOKU B ITEPHOJT
AKTUBHOW WHCOJIALIMHK); aHAMHECTHYECKHUE JaHHBIC
(mmuTenp HOE TMPHMEHEHHe MpemnapaToB jKeje3a Ipu
JICUCHUH IKENE30ACPUIIMTHON aHEMUM); MOKA3aTeIU
WCCIIEZIOBaHUS KPOBH U MOYH (TIOBBIIIEHHBIN YPOBEHb
xKeJie3a KPOBH U TOJIOKHUTEIBHBINA (DITF0OpECeHTHBIN
TECT MOYM B JIy4ax Jiamiibl Byna). B cBsizu ¢ monu-
JKEHHBIM ypOBHEM TpoMmbouuToB kpoBu Tb-110x10°
(mopma 180-320) MBI OTKa3ajguCh OT IPOBEICHUS
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¢dieboromun. Haznauenus: peocopounakt mo 200 mi
B/B KamleNbHO 4Yepe3 JCHb, aTOKCHI MO 2 CT. JIOKKH
3 pa3a B cyTKH; 30pekc o 1 Tabierke 3 pasza B JeHb

messssssssssssssssssssssessssss . BUITAZIKA 3 [TPAKTUKHU

(TIpeATONIOKUTENEHO OITyXOJIEBOH ATHOJIOTHH), YTO
MO3BOJISIET pacleHUBaTh NpuBeAcHHbIN ciaydaid TTKII
KaK [apaHeoIIaCTUUeCKUI JepMaros.

— 10 nueii; ponmeBas kucinora no 1t 3 p/m; 3cceH-
nuaie B/B mo 1 ammyne Ha ayTo-KpoBH 1 pa3 B CyTKH
— 5 nHel, 3aTeM 10 2 Karcyisl 3 pas3a / CyTKd — 10 3-X
MecseB; rmokoHar kaiueims 10% 10 M + BuTaMuH
C 5% pactBOp SMI BHYTPHBEHHO KamenbHO 1 pa3 B
cytku; aenarui o 0,125 r 2 paza/uenento; heHkapon
mo 1 T 3 pa3a B CyTKM; HUKOTHHOBas KHCJIOTa IO
1 M 1% pacTtBopa B/M eXeJHEBHO; HEUPOPYOHH 110
1 Tab 2 pa3a B cytku. HapysxHo: mpumouku ¢ 2% pac-
TBOpOM pe3opuuHa, 10 % nuHKOBas macra, MHUMO-
¢byKopT KpeMm 2 pasa B JieHb, IAHTECTUH T'ellb, (POTO-
3alIUTa KOXKHM, COOJIIONEHHE CBETOBOIO pPEKUMA.
B mponecce snedeHuss maTtolorMuyeckuili mpoiiecc Ha
KOXKE€ YITyYIINIICS.

KoHcynprupoBana reMaronorom, XMpyprom: pexo-
MEHI0BaHO SH0CKOITMYECKOE HCCIIeIOBAHNE XKeTyaKa
u 12-nepcTHOM KUIIKU, UPUTOCKOMTUYECKOE HCCIIEeN0-
BaHHUE KUIICYHNKA, TajbHeHIee yTOUHEHHE TAKTUKH
oOciieoBaHusl ¥ BelieHUs OONBHOW. Bpimucana us
OTJIEJCHUSI B COCTOSHUM HECTOMKOM KIMHUYECKOU
pEMIICCHH, COTIIACHO DPEKOMEHIAIMd XHpypra, Ha-
npasieHa Ha oocnenoBanne B JJOKTMO.

Puc. 1. Forvnaa ¥.,75 nem. J[3:
Tlo30us5 KodicHas nopgupus

BBIBOADBI

Hannpiii caywait TIKII xapakrepuzoBasics HOp-
MaJIbHBIMH TIOKa3aTeNsIMA (DYHKIMH TICYCHHU, HapsIy
C 3THM, JHAarHOCTHPOBaHA >kesie30ieUIrTHAs aHe-
Mus (Ha MOMEHT OOCIieIoBaHHMS — KOMIIEHCHPOBaH-
Has), TPOMOOINEHUS, TIONyYeH MOJOKUTEIbHBIN
pE3ysIbTaT UCCIIEN0BaHMs Kajla Ha CKPBHITYI0 KpoBb. B
MIPE/ICTABIEHHOM COOOIIEHUH INPHUEM JKeJIe30Conep-
KaIUX IpernapaToB SBUJICS IyCKOBBIM MOMEHTOM
[IKTI, a »xene3oneduninTHast aHEMUAS XU TPOMOOTICHHS
pa3BUWINCh, OYEBUIHO, B PE3YIBTATE XPOHUYECKOU
KpPOBOIIOTEPH U3 KETYJOYHO-KUIIEYHOTO TpakKTa

Puc. 2. Forvnasn Y.,75 nem. J[3:
Tlo30Hs5 KodicHas nopgupus
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KAIHIYHI BUTTAAOK IMI3HbOI A CASE OF PORPHYRIA CUTANEA
HIKIPHOI IOPOMPII TARDA
1.10. Benik, 51.0. MNMonsax, J1.I1. JleweHko 1.Y. Byelik, Y.A. Polyah, L.P. Leschenko
Pestome. Hasedeno eioomocmi npo ocobnueocmi  Resume. The data on features of porphyrin metabolism
nopgupurosozo o0bMiHy U MeXaHizMax and the mechanism of porphyria cutanea
PO36UMKY  Ni3HLOI  WKipHOi  nopupii. tarda development are resulted. The case
Ilpeocmasneno onuc KaiHiYHO2O 6UNAOKA of porphyria cutanea tarda is reported.

ni3HLOI WKIpHOI nopghuii.
Keywords: photodermatitis, porphyria cutanea

KawuoBi caoBa: gomooepmamum, nisna wxip- tarda, drug induced photosensitivity.
Ha nopghupis, iHOYKo8aHa aikamu GomoceHcu-
oinizayis.

56 AEPMATOAOI'LI TA BEHEPO/OITA —Ne 3 (49) — 2010



