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[epMaTto30B pasnuyHOM MpUPOAbl U KOHTPOrs addek-
TUBHOCTM Tepanuu [14, 15].

3akntoveHue. [laHHoe HabniogeHve npencTasns-
€T KIUHWYECKNA WHTEpec B CBA3WM C OTHOCUTENbHOM
PEAKOCTbIO OOHOBPEMEHHOW AMarHoCTUKM cudunmuca u
ncopvasa y ofHoro nauveHTa. Ans guddepeHumans-
HOW AMarHOCTUKKN C YCNEXOM MOXET ObITb MCNONb3oBaHa
AepMaTocKonusi.
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MpeacraBneH cnyyai KMMHUYECKOro HabMnoAeHNs no3gHen KoxHon nopduvpun y naumeHta 50 net. O600LeHbl
OaHHble 3TMONOrMM, natoreHesa U KNUHWYECKOW KapTuHbl. [poBeaeHa auddepeHumanbHas AnarHocTUKa C ByIb-
rapHoOn My3bipyaTkon, NpMobpeTeHHbIM BynnesHbIM aNMAepMonu3om 1 ncesgonopdupmrei. MNpuBeaeHsl pesynsrarsl
YCMELUHOro KOMMIEKCHOro neveHns 3abonesaHnsi npenaparamm XMHOMMHOBOIO psiia, CUCTEMHbBIMU ITHOKOKOPTUKOCTE-

povaamu, goneboTomumen.

KntoueBble cnoBa: no3aHss kKoxHas nopcupus, anddepeHunansHas AMarHoCTKa, KOMNIEKCHOE NeYeHNe.

Utz SR, Bakulev AL, Slesarenko NA, Eremina MG, Muratova DS. Difficult diagnosis in a dermatologist’s practice (de-
scription of a clinical case of late cutaneous porphyria). Saratov Journal of Medical Scientific Research 2015; 11 (3):

450-453.

The article presents a case report of clinical observations of late cutaneous porphyria in a 50-years old patient. The
data of the etiology, pathogenesis and clinical picture are summarized. A differential diagnosis with vulgar disease,
acquired epidermolysis bullosa and pseudoporphyria. The results of a successful comprehensive treatment of disease
by drugs quinoline series, systemic glucocorticosteroids, phlebotomy.

Key words: late cutaneous porphyria, differential diagnosis, comprehensive treatment.

BBepgeHue. [lo3gHss koxHas nopdupmsa (MKIT)
npeacraenser cobor Hambonee pacnpocTpaHeHHbIN
BapuaHT nopdupuii B Mupe — rpynnbl 3abonesaHui,
KOTOpble XapaKTepusyTcsa M3bbITOYHbIM cogepKaHuem
NOpdUPVHOB B TKAHSAX. TO NPOMCXOAUT BCNIEACTBUE Ha-
CrneacTBeHHOW uny nNprmobpeTeHHOW HedoCTaTOYHOCTU
O[HOTO U3 3H3MMOB, CUHTe3upylowmx rem [1]. TepmuH
«nopduUpmsa» NPOUCXOONUT OT rPEHECKOro «MyprypHbIN».
OTOT LBET xapakTepu3yeT OKpacky Mouu y 6onbHbIX
nopcumpmein. MK snepebie onucan J. G. Waldenstrom B
1937 r. MNMo3gHee aToMy 3aboneBaHno JaBanocb MHOIO
pasnu4YHbIX Ha3BaHWA: aKTUHUYECKUI TpaBMaTUYECKUN
OynnesHbln Aepmartos, cumnTomarnyeckass nopdupus,
OoynnesHas dopma NopdUpPUHOBON GONE3HU, NO3OHSS
nopcupusa koxmn (MMK) [2-5]. Kaxaein tTn nopdupum
XapakTtepusyeTcsa cneumdpunyeckon epmMeHTHON Heno-
CTaTOYHOCTBIO M ONpefeneHHbIMU KITMHUYECKUMW Mpu-
3Hakamu. Mopdupum MOryT GbiTb 3PUTPONOITUYECKUE,
MevyeHoYHble M CMellaHHble. Beayuyio ponb B Hapy-
WweHun nopdupunHoBoro obmeHa urpaet neyedb. KM
BO3HMKaeT BCNeACTBUE Aeduumta akTMBHOCTU yponop-
duUpUHoreH-gekapbokcmnasbl NeYeHn, YTo NMpUBOAUT K
rmnepnpoayKuum nopcuprHOB (B OCHOBHOM yponopdu-
PWHBI), KOTOpblE OTKMNaAbIBAKOTCS B KOXE M MOBbILLAKT
ee YyBCTBUTENbHOCTb K YP-nyyam [6].

CyuwectByeT Tpu Buga [MKI1: HacneacTBeHHas, 1Mnu
cemerHasa (ayTOCOMHO-AOMMHaHTHas), crnopagunyeckas
n Tokcuyeckas. MNpu cnopaguyeckon MKIT nopaxeHne
neyYeHn acCcouMMpPOBaHHO C BO3[ENCTBMEM arkororns,
Bupyca renatuta C, pexxe — 3CTPOreHoB, 3r10Ka4eCTBEH-
HbIX UMM MeTacTasnpyoLLMX OMyXonen, capkomgosa, no-
BbILLEHNS YPOBHS >kenesa u epputmHa B CbIBOPOTKE
kpoBu, BUY-nHpekumm [7].

Tokcuuyeckaa ¢opma obycrnoBrneHa Bo3fgencTBMEM
onpeaeneHHbIX NeKapCTBEHHbIX BeLLecTB (apoMaTunye-
CKuX yrnesogopoaos) [8].

HacnencteeHHon oopmoii 3abonesatot B 30—40 net.
CnopaTtunyeckor coopmoit MKIT 6onetoT Yalle BCero Myx-
UYMHbI U XKEHLLUMHbI CpeaHero unu noXxmnoro Bo3pacrta, a
Takke MOMNOAblE XEHLUMHbI, NPYHUMAatoLLME nepopanb-
Hble KOHTpaLenTuBHble cpeacTaa [9].

KnvHunyeckasn kaptuHa T[1KIT npegctaBneHa no-
NMMOPMHBIMU  BbICbIMAHUSIMUA  MPEUMYLLECTBEHHO Ha
yyacTkax, NoABEPXKEHHbIX BO3OENCTBUIO COMHLA, Takux
KaK 1o U Wes, TbiflbHas NOBEPXHOCTU KUCTEN U Npea-
nneybs. Ha paHHux aTanax 3aboneBaHus BO3HMKAKOT
apuTEMa N OTEK, 3aTeM Be3UKynbl 1 Bynnbl ¢ nocrenyo-
LM pa3BUTUEM TNyOOKMX 3PO3MIA N KOPOK CEPO3HO-TE-
Mopparuyeckoro xapakrepa. OTmeyaeTcs NoBbILLEHHAs
PaHUMOCTb KOXW Ha LLieKax, 3a4Hel MOBEPXHOCTY LUEN,

OTBeTCTBEHHbIN aBTOp — EpemuHa Mapus MeHHaabeBHa
Ten.: 89272231053
E-mail:913693@mail.ru

YLUHbIX PaKOBWHAX W TbINbHOM MOBEPXHOCTU KUCTEN. Ha
MecTe pa3peLUnBLUNXCS 3MEMEHTOB KOXMW MoryT obpa-
30BaTbCs y4acTkM pybueBaHusi. K KOXHbIM cumnTomam
MKIM Takke OTHOCATCA: MTMNEPTPUX03, rIMNoONUrMeHTaumus
M runepnurMeHTaums B obnactu nuua, wewn, KUCTEN.
MMNepTprxo3 nmua — O4YeHb BaXKHbIA OUArHOCTUYECKUN
npu3Hak, KOTOPbI pa3BMBaETCsl MOCTEMNEHHO M YacTo 3a-
CTaBMsieT NUL, XXEHCKOro nona obpatuTbest K Aepmato-
nory. Ha yyacTtkax KoXXHOro nokpoBa Kak nofiBepXXeHHbIX
COMHEYHOMY M3NYyYEHUI0, TaK N 3alUULLEHHbIX OT CBeTa
MOTyT BO3HMKaTb 6enoro useta, UHAYpUPOBaHHbIE CKIe-
poaepmMounaHble 6nsawkm [10].

MKM B codeTaHmmn ¢ 3noynoTpebneHvemM ankoronem
MMEET TEHAEHUMIO K XPOHUYECKOMY PELIMAMBUPYIOLLEMY
TedeHuto [11]. YcTpaHeHne BO3OenCcTBNA TOKCMHA MOXET
NPUBOANTL K MOCTENEHHOMY YryYLIEHMIO.

Mamomopdgposozus. My3sbipyn npu MKI nmetot cy-
OanuaepmanbHoe npowucxoxaeHne. OCHOBHblE OTNU-
yutenbHble YepTbl MMKMM: 1) Hanuune PAS-no3nTMBHBIX
N [OMacTa3ope3vCTEHTHbIX 303MHOMUIbHBLIX FManmMHo-
BbIX MacC B CTeHKax COCY[AOB BEpXHeW 4acTu AepMbl;
2) «ryceHunyHble Tenbua» («caterpillar bodies») — ato
KOMOVAHbIe TenbLa B HWKHUX OTAEnax anvaepmuca.
HepmanbHbI MHpUNBETPAT 0ObIYHO PEAKUN.

HuazHocmuka ocHoBaHa Ha XapaKTEPHOW KIMHU-
YecKol KapTuHe, a Takke Ha nabopaTopHbIX AaHHbLIX:
NnoBbILLEHNE ypornopduprHa B MOYe U Nrnasme KpoBM,
KonponopduprHa — B CTyne.

JledeHue B OCHOBHOM OCHOBaHO Ha 3aLUUTE KOXWU
OT Y®-nyyewn, NpUMEHSIIOT KPOBOMyCKaHWe, npenapatbl
aMWHOXMHOIMHOBOIO psaa.

OnucaHue KiluHu4Yyeckoz2o ciy4as. BonbHon K.
50 ner, BoguTenb. MocTynun B KIMHUKY KOXHbIX U BEHe-
puyeckux 6onesHent 15.09.2014 c xxanobamu Ha Hanuume
MHOXXECTBEHHbIX 3YAALLMX BbICbIMAHWI, NTOKaNn3yLnxX-
cs B obractv nuua, BEPXHUMX U HUDKHUX KOHEYHOCTEWN
(puc. 1, 2). Cuutaet cebs 6onbHbIM ¢ Mas 2014 r., korga
BriepBble 6e3 BMOUMOW MPUYMHBLI OTMETWN MOSsIBNEHMe
ny3blper Ha Koxe NeBON YLUHOW PakoBWHbI, KOTOpbIE Ca-
MOCTOSATENbHO BCKPbIBANMCb C 0OpasoBaHMEM 3PO3WH,
KOpOK. Mocne oTTopXKeHUS KOPOK, aHanormyHble 3areMeH-
Thbl NOSIBMANINCE HA COCEOHMX Y4aCTKaXx YLLIHOW pakOBUHbI.
MocTeneHHO MpoLecc pacnpoCTPaHUIICA Ha KOXy nvua,
BEPXHMX KOHeYHocTew. Jleunnca B ctaunoHape KB r. ba-
nawosa ¢ gnarHosom: «dortogepmartos» (TMOCynbaTom
HaTpus B/B Ne10, Hapy>XHO Kpem akpuaepm, pacTeop dy-
KopuuHa). dpdekta OT neveHnss He oTmedarn. B ceHTa-
Ope 2014 r. NOABMNUCH HOBbIE BhIChINAHMS Ha KOXe nuua,
B CBs13U C YeM obpaTturncs Ha koHcynsTauuio B KKb CITMY
um. B.WN. PasymoBckoro. NocnMtanuanpoBaH Ha ctaumo-
HapHOe nevyeHne B 4EPMaTOMUKONOrMYeckoe oTaeneHuve.

AnneproaHaMHes3 1 HacneACTBEHHOCTb HE OTSroLLe-
Hbl. BpegHble npuBbIvkK: KypeHue (1 nayka B AeHb), yno-
TpebneHue ankorons.

Saratov Journal of Medical Scientific Research. 2015. Vol. 11, Ne 3.
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JlokanbHbI cTaTyc Npy NOCTYNMEeHWW: natonornye-
CKWUIA MpoLLecC HOCUN AUCCEMMHUPOBAHHBIN XapakTep.
Ha koxe nuua, YLWHbIX pakoBUHAX, BEPXHUX KOHEYHO-
CTAX UMENUCb o4varn SpuTembl PO30OBOrO LIBETA C CU-
HIOLLHbIM OTTEHKOM, Ha (POHE KOTOPbIX JTIOKann3oBanucb
MHOXECTBEHHbIE 3PO3UN OKPYIION, OBanbHOW hOpMbl,
oT 1 oo 5 cm B AMameTpe, CKIOHHbIE K anuTenn3ayumn
(puc. 2). Mectamun 3po3un GbINU MOKPbITbI CIIONCTLIMU
Cepo3Ho-remmoparnyeckum Kopkamu. Hapsigy ¢ atum
NPenMyLLECTBEHHO Ha KOXE BEPXHUX KOHEYHOCTEN No-
kanu3oBanucb 6GenecoBaTtble aTtpoduyeckme pyouMkm
(puc. 3). Cnnanctble 060M0YKM NONOCTM pTa CBOGOAHDI
OT BbiCbiNaHu. CybbekTnBHo 6ecnokonn 3y 1 4yBCTBO
MOKEHNS B o4arax nopaxkeHus.

Vcxoast 3 KNMHUYECKOW KapTuHbI, NpoBeaeH And-
depeHumnanbHbIi AnarHo3 co cnegylowmummn 3abonesa-
HUAMW: BynbrapHas nysblpyaTka, npuobpeTeHHbIn Byn-
ne3HbI anugepmonua, ncesgonopdupums.

[ns BynbrapHom ny3blpyaTku XapakTepHo obpaso-
BaHVEe My3blpel C Cepo3HbIM COAEPXUMbIM, KOTOpbIE
ObICTPO BCKpbIBAKOTCS, OOHaXasa APKO-KpaCHbIE SPO3MMN.
Kak npaBuno, 3aboneBaHne HauyMHaAETCA C MOPaXeHWs
CnM3ncTbix 060noYeKk NonocTn pTa 1 3esa, ganee ny3sbl-
pY MOryT NPOSABNATLCS Ha MOOOM y4acTKe KOXHOro no-
KpoBa. [lnarHocTuka BynbrapHOW My3bipyaTky OCHOBaHa
Ha BbISIBIIEHWUW MOMOXUTENBHOTO cMMnTomMa Hukonbcko-
ro v obHapyXeHUn B Maskax-oTnevatkax akaHTonuTuye-
CKWX KITETOK.

[MprobpeTeHHbIV BynnesHbIn anMaepmMonns — 3To
penkoe ayToMMMYyHHOe cybanuaepmanbHoe Oynnes-
Hoe 3aboneBaHue, KOTOpoe MOXeT OblTb MHAYLMPOBa-
HO nekapcTBeHHbIMU npenapatamu 1 06oCTpATLCA MOA,
BnvsHnem YPO. KnuHnyeckas kapTmHa npnobpeTeHHo-
ro GynnesHoro anugepmonu3a xapaktepuayeTcst obpa-
30BaHMEM HarnpshXeHHbIX Ny3blper C Mpo3padHbIM NN
remMopparmyeckum CoaepXXnMblM Ha (POHEe BHELUHE He-
N3MEHEHHOW KOXWM 1 9p03u1ii Ha MecTe TpaBM. Pa3pelua-
HOTCS ANeMeHTbl ¢ 06pasoBaHneM pyoLIOB U MUMYMOB.
[MopaxatloTca NPenMMyLLECTBEHHO ThiflbHble MOBEPXHO-
CTU KNCTEN.

MceBoonopdupusa ABnseTcs POTOTOKCUYECKUM Cy-
6anngepmanbHbiM - OynnesHblM  AepmaTo3oM, MNposiB-
NALWMMCSA Ny3bIPAMU Ha KUCTAX M ctonax. OnucaHbl
crnyyau ncesgonopdgupun nocrie npvema Hectepoui-
HbIX MNPOTMBOCMANUTENbHbLIX CPEACTB, aHTUOUOTUKOB,
cynbdaHmnamMmvaos, AancoHa u Apyrnx fekapcTBeHHbIX
BeLlecTB [12].

Mcesponopdupns 1 npruobpeTeHHbIi BynnesHbIv
3ANMOEPMONN3 MO TEYEHUIO N KITMHUYECKOW KapTUHe Ha-
nomuHatot MMIMK, ogHako ypoBeHb NOPUPUHOB B CbIBO-
pPOTKE KPOBU, MOYE N Kane octaetca B Hopme [13].

C uenblo YyTOYHEeHWs AuarHosa npoBedeHo obcne-
posanue: OAK, OAM, onpegenenue yposHs COJ, 6no-
XMMWYECKNN aHanu3 KpoBMW, onpedereHne akaHTonu-
TUYECKMX KMeTOK B Maskax-oTnevatkax, Y3W opraHos
OPIOLLHON MOMOCTU U NOYEK.

JlabopaTtopHble gaHHble: noBbiweHne yposHa COJ3
(45 mm/4), B Broxmmuueckom aHanuse kposu (ACT 59,1
U/m; W® 319 U/m; TTT 117,9 U/n; npamon 6unmpyouH
5,9 mmonb/n), B 0o6wem aHanmM3e mMoyn oBHapyXeHbl
noprprHbI, B Ma3Ke-oTnevaTke ¢ 3p03nii akaHTONMUTU-
YecKue KneTkn He HangeHbl. 3aknoyeHne Y3 opraHoB
OpOLIHON NoNocTM U noyek: Andy3HbIE N3MEHEHUS
neyvyeHn 1 NoaxenyaovHou xenesbl, AedopmaLms xeny-
HOro My3bIps, CMHYCHble (NapanenbBuKanbHble) KUCTbI
noYexk.

Ha ocHoBaHuu xanob, AaHHbIX aHamHesa, KIUHU-
YeCKON KapTVHbl, NabopaTopHbIX U MHCTPYMEHTambHbIX

Puc. 2. lMopaxeHne KOXK YLIHbIX PaKOBUH M nnua.

Puc. 3. MNMopaxeHne KoXn BEPXHUX KOHEYHOCTEN.

METOLOB MUCCEeAOBaHUs BbICTaBeH anarHo3s: «o3gHas
KOXHas mopupusa».

3a Bpems npebbiBaHWs B CTauuoHape nauueHTy
ObINM Ha3HayeHbl Npenapartbl XMHOMMHOBOTO psiaa: ru-
OPOKCUXITOPOXNH B MUHMMArnbHOW o3npoBke no 1 Ta-
bneTke 2 pasa B Hegeno, reMOJKCTpaKuus B obbeme
250 mn ogHokpatHo. MapannenbHO npoBogunachk Ae-
3MHTOKCMKALMOHHAs Tepanusi, npenaparbl, yrydliato-
LMe MUKPOLMPKYMALUMIO, TenaTtonpoTEKTOPbl U HapyX-
HOE NeYeHne B BUAE aHUIMHOBBLIX KpacuTenem.

Cnycta 2 Hegenu OT Hadana Tepanuu naTtonoru-
YecKMIn Mpouecc Ha Koxe Obin B cTagun paspeLleHuns:

CapaToBCK/IN Hay4YHO-MeauUMHCKMIA xypHan. 2015. T. 11, Ne 3.



Puc. 4. MaumneHT ¢ nopdupuen nocrne neveHums.

Puc. 5. MauuenT, 50 ner. Nocne nevyeHus
(nvuo, ywHbIe pakoBUHbI).

3p0o3nM  3a3NUTENU3NPOBaNUChb, OOMbLUMHCTBO KOPOK
OTTOPrAOCb MOSIHOCTBbID, Ha MecTe paspeLUMBLUNXCA
3N1eMEHTOB OCTanucb BTOPUYHbIE TUMNEPMNUTMEHTUPO-
BaHHble NATHA. CyObEKTUBHbIX OLLYLLIEHWUA HE OTMeYa-
nocs (puc. 4, 5).

MaumeHT HanpaeneH Ha ambynaTtopHOe mnevyeHue
C peKkoMeHOauusIMu MOCTENEHHOro yBenuyeHUs O03bl
rMMOPOKCUXITOPOXMHA B 2 pas3a Kaxabl Mecsil, Nof KOH-
Tponem nabopaTopHbIX Nokasatenen 1 gepmarosora no
MECTY XWUTeNbCTBa Ha ambynaTtopHoM aTane; oTonpo-
TEKTOpbI C hakTopom 3aLmTbl He MeHee 50. Kpome Toro,
CYLLECTBYIOT faHHble, 4To naumeHTsl ¢ [MKI HyxxgatoTes
B MakcMMarbHOW 3alumTe OT fiyyen crnekTpa A.

O6cyxaeHue. TKI saBnseTca A0OCTAaTOMHO PEAKO
BCTpevawowmmesa 3abonesaHvem (5-20 cnyyaeB Ha
100000 HaceneHus) [7]. TpyaAHOCTb AMArHOCTMKM, CXO-
XKECTb KIMHUYECKUX NPOSIBNEHUN C OpyruMmn doTtoaep-
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MaTo3amMn Hepeako MPUMBOASIT K TOMY, YTO MauMeHThl
rofamu rnoryyatoT neyeHre, KoTopoe NnLlb CHUMaET He-
KOTOpbl€ CUMMTOMbI, HO HE SIBMSIETCS NaTOrEHETUYECKMN
o6ycnoeneHHbIM [9]. CTOUT NpeanonoXnTb, YTO HU3Kas
YacToTa BCTPEYaeMoCTV AaHHOrO AepMaTo3a, BO3MOX-
HO, OOBSACHAETCA OTCYTCTBMEM KNMHUYECKM 1 nabopa-
TOPHO NOATBEPXKAEHHOIO AMarHo3a AaHHoro Aepmartosa,
Hepeako CKpbIBaKOLLErocd 3a ApyrMmMmm KOXXHbIMU aepma-
TO3amu.

3aknoyeHue. [laHHOe KINMHM4Yeckoe HabnioaeHue
WHTEPECHO B CBA3WN C peaKon BCTPEe4aeMoCTblo Aepma-
TO3a, CMNOXHOCTbIO AndpepeHLmanbHONn OMarHOCTUKN
Ha ambynaTopHOM 3Tane.

lMocTaHoBKa AMarHo3a 4acTo 3aTpPyOHAETCHA CXOXe-
CTbtO KITMHUYECKMX N BUOXMMUNYECKUX NPU3HAKOB C ApY-
rmmmn 3abonesaHnsmu. [na yctaHoBRNeHUst NpaBunbHOro
AmnarHosa Heobxooum B MeEpBYH odepenb TLATENbHO
cobpaHHbI aHaMHe3, NO3BOSISHOLLNIA BbISIBUTb BHELLHNIA
TOKCUH (arnkorofb, 3CTPOreH, XNOpPUPOBaHHbIN YINeBo-
4opon), KOTOpbIA MOT MOCAYXUTb TPUITEPHLIM (aKTo-
pom nans pebitota 3aboneBaHusi. KombuHMpoBaHHas
Tepanusa cneboToMmmen 1 npenapatamm XropOXMHOBO-
ro psiia MOXET CHWXaTb TSPKECTb renaTtoTOKCUYECKUX
peakLmnin Ha XNOPOXMH, YCKOPATb U YONMHATE PEMUCCUI0
3aboneBaHus.
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