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MOPOKEPATO3 MIBENI (ONUC 3 XBOPWX)
®epotoB B.MN., CearteHko T.B.

Npepcrasneqo Tpu xBopux y Biui Big 16 fo 60 pokis
(1 Yonosik Ta 2 XiHKM) 3 pi3HUMM BapiaHTamu
nopokepatosa Mi6enni. MictonoriyHa kapTuHa B ycix
Aocnipxennx xBopux Gyna ineHTUYHOI0, XapakTepHoIo
Ansa nopokepato3a Mi6enni.

MIBELLI'S POROKERATOSIS
Fedotov V.P., Svyatenko T.V.

This article describes 3 patients aged from 16 to 60 years
(1 men and 2 woman) with different variants Mibelli’s
porokeratosis. Histological characteristics of all examined
tissues were virtually identical.

Hopoxeparm Mubennn — peaxuii nacnen-
CTBENIBIH J1€pMaTo3, XapaKTepn3ylommmuiics
MYILTHOOKANLILIM HApYILIEHHeM NpoLiecca aud-
depenunposky snugepmuca. IepsriMu omucann
TIOPOKepaTo3 HTanbANCKHe AepMarosoru V. Mibelli
(1893) u Respighi (1896), otnecs ero x nacnen-
CTBEHNLIM 3aD0/1€BaHUAM, Pa3BHBAIOLIMMCS Ha
moboM yuacTke Tena u Ge3 JieueHHs coxpans-
IOLUMMHCS Ha BCIO XKHM3Hb, HE NIPHYMHSAS 0COOLIX
cybbexTuBHbIX omymennii [1]. IIpeanonoxenne
aBTOpa O JIOKAIH3ALMH KEPAaTOTHYECKHX MacC HC-
KJIIOYNTENbHO B YCTbAX IOTOBBIX XKeles
BIOCJIEACTBHH 1I€ HALIIO BCCOOILETO NOATBEPHK-
nenns [2]. B nacrosumee Bpems psa aBTopoB
CYMTAIOT, YTO NpaBHIbHEE Ha3bLIBATh 3TO 3a60J1e-
BaHNE NapaKepaTo3oM, NOCKONLKY Hapylenue
KepaTHIN3aUMuH MOXKET OLITh MPHYpOYEHo e
TOJBLKO K BLIBOIBIM NIPOTOKAM MOTOBBIX SKKPHH-
HBIX JKeJIe3, HO M YCThAM BOJNOCSAHBIX (DOMIHKYIOB
1 MeXGOIMKYNIAPHBIM 30HaM snuaepMuca [3].
Ycranosneno, 4To 3a6oneBanHe TeHETHYECKH
JIleTEPMHHHMPOBAHO W €Tr0 Nepefaya oCyLIecT-
BJISAETCS N0 ayTOCOMHO-AOMHHAHTHOMY THITY.
lunotesa o nacneacTeennom xapakrepe 3a6orne-
BaHMs Hall1a CBOE NOATBEpsKAeHH e ele B 1987 1.,
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xoraa Gilchrist nabmonan 11 ciyuaes nopokeparosa
B YETLIpeX INOKOJIEHHAX oanoi cembu. Yactorta
BCTPEYaeMOCTH Goe3Hn cpenn 6IM3KHX POACTBEH-
HHKOB M03BOJIMJA HEKOTOPLIM aBTOPAaM CUMTATh
TIOPOKEPATO3 Pa3sHOBUANOCTBIO IMHUAEPMATBHBIX
HeBycoB [4]. OaHako B IMTEpaType HMEIOTCS CO00-
LIEHNs O Hayaje JEPMATO3a y JIHL C OTCYTCTBHEM
cemeiinoro anamuesa [5].

IopoxkepaTos Mubennn xapakTepisyercs XpoHu-
YECKH MpOrpeHEeHTHLIM TeuenueM. Bo3moxen
CIIOHTAHHBIIi perpecc BbickManyii. Onucansl cyyan
3/10Ka4eCTBEHHOTO NEPEPOXKAEHHS 0YAroB C pa3BH-
TheM Gonesnn BoBena, 6azaIHoMBI H I0CKOKIETOY-
Horo paka koxH [6]. ITpu anddepenunansuoii an-
arioCTHKE CIEAYET MCKIIOUHTh ByJIbTaphble 60po-
JaBKH, BEpPyKO3HbIi TyOepKyes KoxH, nxto3 [1].

Knaccnueckas dopma nopokeparosa MuGemm
MOXKET HauyMHaTLCA B J1I06OM BO3pacre, HO yalle
NpoABNAETCS B AETCKOM Bo3pacTe. [lopokeparos
4acTo JIOKAJIM3YETCS HA KOHEYHOCTAX, PEXKe Ha TyJIo-
BHIIE H JIMLE B BUJE TPYNMOBLIX 3(hdropecuennnii
6e3 BcAkoil cucTeMbl. IlepBHUNBIl 31€MEHT —
MajleHbKast IIHHAPOKOHHYECKAs, 10BONLHO TBEpas
1a O1LyINb, 611eaH0-cepas niiu G1eHO-KOpHUHeBaTas
porosas s dnopecueHLns, BeaHUHHOI oT 1-1,5 10

2-3(4)' 2001




®otorpadun k cratbe: Pegoros B.I1., Csitenko T.B.
ITopokeparo3 Mubenu (onucanue 3 60J1bHBIX)




[lepmaToBenepoJiorusi B pororpadusx

nureuomMa
IIocKas
pyouoBas

boJae3nn
Pexunrxaysena

Toxcunepmus
MeHKaAMeHTO3Hast




Dedomos B.11., Cesmenko T.B. TOPOKEPATO3 MUBEJIIN...

5-6 MM, HHOT/Ia HE3HAYHUTENBHO BO3BBIIAIOMIASCS
HaJl ypoBHEM KOxH. HexoTopble 371eMEHTHI coXpa-
HSIOT LIBET HOPMAJIbHOH KOXH. B LienTpansHoi yacT
poroBoro 06pazoBaHusA HMEETCs yrayonenue, KoTo-
poe yBEIHYHBAETCs NPONOPLUHUOHAILHO POCTY 1€~
MEHTa; TIPH 3TOM POTrOBOH CJIOH OKpYKaeT LEHTP
y’e B BHIE BBICOKOTO Banuka. [lepudepnueckuii
BaJl, IJIOTHO 0OXBAaTHIBAIOLIMI LIEHTPAIbHYIO YacTh,
PE3KO OTTPaHHYMBACTCS OT HOPMAJILHOH KoxkH. Bee
HayaJIbHbIE BHICHIIAHNS COXPAHAIOT KPyTiyio hopmy,
a Gosee crapble B GOJIBLIIMHCTBE CBOEM HMMEIOT
OBAJBHYIO MJIH ClIerKa BHITAHYTYIO (opmy. Llser
nepudeprnyeckoro BaJnuKa BO BCEX CllydasX 0CTaeT-
cs Gnennee uenTpanbHoi wacth [1]. CyObexTHBHbIE
OlLyILeHHs], KaK IPABUIIO, OTCYTCTBYIOT [2].

JluHeapHblii TOPOKEPATO3 XapaKTepH3yercs
30CTepr(HOPMHBIM JIMHEHHBIM HIIH KOJIbLEBHIAHBIM
pacrionokenneM THIHYHBIX Tanyn i 6nsmex [7] u
KJINHUYECKH BeCbMa HAallOMMHAET JINHEeapHbii
BeppPYKO3HBIH 3nuAepManbHbli HeByc [8].

Toueunblii NOpokepaTo3 HabIIONAETCS PENKO,
OTJIMYAEeTCsi MENKUMH (0 1 MM) KpacHOBaTbIMH
nanyiamMi, HanmoOMMHAIOUUMHM KOMENOHBI H
pacroIoKEHHBIMH NPEHMYIIECTBEHHO Ha KOXKE
nafgoHeit u noxows [9].

Bo3MOXHO, B KaueCTBE OTJAENBLHOTO BapHaHTa
nopokeparoza Mubennu B nuTEepaType
onuceiBaeTcs Onuskoe 3aboneBanne, NMEHyEMOE
porokeratosis spinulosa, X0Topoe JIOKaIu3yeTcs
IpeNMyIIECTBEHHO Ha JaJouAX ¥ nojomsax [1]; B
N0/JaBNAIOIEM OOJBIIMHCTBE UM CTPaJaloT JxLa
My’KCKOT0 ToJ1a. 3a60€eBaHue NPOSIBISETCS KOPHY-
HEBAaTO-KENTHIMH TaINylaMi ¢ KpaTepoodpasHbIM
yriay6i1eHHeM B LEHTPE, OKPYKEHHBIM POTOBBIM
BanmkoMm [3].

ITopokepaTo3 TMTaHTCKUII — Ype3BBIYAHHO
penkasi popma ¢ BBICOKHMM PHCKOM 3J10KayecT-
BEHHOTO0 nepepoxaenys. O6pIYHO OMHOUHBIH Ouar
nopaxeHusi, OKPYKEHHBIH IMINPOKUM H TOJICTBIM
POTOBBIM TpeGHEM, XapakTepu3yercst GoNbUIIMK
pasmepamu (o 10-20 cm) [10].

TlopokepaTo3 NOBEPXHOCTHBIH aKTMHHYECKHH
JIMCCEMHHMPOBAHHBIN HACIEYeTCs 110 ayTOCOMHO-
JIOMHHAHTHOMY THITY, Yallle BCTPEYAeTCs y JKEHILNH,
JKMBYIIMX B 30HAaX C BBLICOKOH MHconAumeH, u
NPOSIBISETCS HA TPEThEH-UeTBEPTOH JeKale JKH3HH.
Ouary npeacTaBieHbl MHIHAPHBIMH POTOBBIMH
nanynami. B ormnune ot knaccuueckoii popmbl, B
JaHHO KapTHHE BBICBIMAHMH Oojee BhIpa)XKeH
BOCTIAJINTENBHBIH KOMIOHEHT [2].

I'uctonornyeckas KapTHHa — B LEHTPaabHOM
YacTH 3JEMEHTa OTMEYaeTcs MHBAarMHaLMsA Kepa-
THHA B 3MHUAEPMHUC B BHAE KOHYCa, MHOTIA

3aXBaTHIBAIOILEro BCIO €ro Tonmy. B meHTpe
MHBarMHalUM¥ B POTOBHIX MaccaXx BHJIEH
napakepaToTHYeCKuil CTONOMK, TaK Ha3blBaeMas
pOrOBUAHAs TIACTUHKA, — XapaKTePHBIH NMpU3HaK
3abonesanns. [TapakepaTOTHYECKHI CTONOMK CO-
CTOMT U3 HEMPaBUJIBbHO PACNOJIOKEHHBIX POTOBBIX
KJIETOK C MMKHOTHYHBIMH APaMM M NIEPUHYKIIeap-
HbIM 0TeKOM. 10/ cTON6MKOM 3€pHICTOrO CJI05 HET,
HO B MeCTe WHBarMHallMM KepaTHHa OH COXPaHEH.
Tlo muenuio Mubesuiy, npobKH HaXOAATCSA B YCThAX
BBIBOZIHBIX TIPOTOKOB IIOTOBBIX JK€JI€3, OJIHAKO 3TO
He Beerna tak [11]. DnupepMuc B HEHTPaNbHOM
YacTH TOpaXeHHs YIUIOLIEH, a 1o nepudepun —
yTonueH. B nepMe noi poroBHIHON IUIACTHHKOM
00HapyK1BaIOT HecrieLH(pHIeCKni THMPOLMTAPHBIH
nHGUIBTPAT. [MCTONOrNIECKHE H3MEHEHHUS KOXKHI
IIpH TIOBEPXHOCTHOM JIMCCEMMHHUPOBAHHOM aKTHHH-
YECKOM NOPOKEPATO3€ CXOAHBI C ONMHUCAHHBIMHU
BbILIE, HO KEPATOTHYECKHE NMPOOKH MEHBUIMX
pa3MepoB 1 Jexar Gonee noBepxHoCTHO [11].

Jleuenne: 5-npouenTHas GTopypaLHIoBas Masb,
0,1-npouieHTHas Ma3b C PETHHOMIHON KMCIIOTOM, PH
PpacnpocTpaHeHHOM NIPOLECCE — THIa30H, ITPETHHAT
110 50-75 Mr/cyT B Te4eHHE HECKOIbKUX HEZENb HIIH
MecsLEeB; KpHOTepanus, Ja3epoTepanus, 3JI€KTpo-
KOArynsiliusi OT/AEbHBIX 04aroB; ()OTO3AILMTHBIE
CpeacTBa HA3HAYAIOT NMPH AKTHHHYECKOM IOpO-
Keparose.

IMpuBoanM HalM HabmoneH s,

Boavnas A. (puc. 1, 2) 16 ner, ysamascs ITY,’
KuTenbHMUA JIHenpoasepikuHCKa, Oblla HanpaByieHa Ha
KOHCY/IBTAlMIO Ha KaQeapy KOXKHBIX U BEHEPUYECKHX
6Gonesneil ITMA ¢ AnarHo30M: JiMHeapHblid BEpPYKO3HbIH
anuaepMaibhblii Heryc (7). [lpu noctynienuu npeabas-
115112 %Kano0bl Ha BBICHINAHNS HA ThUILHOM NOBEPXHOCTH
NeBOM KHCTH, B JIEBOM NOAMBIIIEYHON BrNaauHe, HE
CONpOBOXAaeMble CYOBEKTHBHBLIMH OILYIIEHUAMH.
Cuuraer cebst GonbHOI ¢ AByxneTHero Bospacta. Torna
BrEpBbie, 6€3 BUANMOI NPUYHHBIL, OSBUINCH €TUHHYHBIC
BLICBINIAHHMS HA THUIbHONH NOBEPXHOCTH JIEBOH KUCTH.
HeoaHOKpaTHO HAXOMJIACh HA CTALIMOHAPHOM JICUEHHH C
JMarHo3oM atonuyecknit aepmarut. OT NpoBoaAMMO#
Tepanuu 3¢ dekra He Habmonanock. IIpouecc nocrenenHo
NPOrpeccnpoBat, Iolaib 04ara NopakeHus MeIEHHO
yBenuuusanack. Co c10B MaTepy 60JIbHOM, B ceMbe 1107106~
HbIM 3a60J1eBaHHEM HUKTO He cTpajaet. ConyTcTBylowed
naTonoruK y AeBouku He BbisBineHo. Ilpu ocMoTpe:
611ALLKH CEPOBATO-KOPHYHEBOTO LIBETA, C HENPABHIIBHBIMH
OYepTaHUIMH M 30CTEPUGOPMHBIM JIMHEHHBIM
pacnosnoxkeHneM. LleHTpanbHas yacTh GNAIKM Clerka
3anazgact, 1o nepudepun — HernyGokuii Genoparblii
keno6OoK, B KOTOPBI 3aK/II0YEH POrOBOH BalMK
Gyposaroro uBera. Pa3meps oyara— 7 cM B 1MameTpe. B
00LMX aHAN3aX KPOBH 1 MOYM H3MEHEHHIA HE BBIABIICHO.
TIpu rucTonornyeckom obcne0BaHUN — B LIEHTPaJIbHOM
4acTH 3JEMEHTa OTMEYAeTCs MHBArMHAlMA KEpaTHHA B
SMUAEPMUC B BHAC KOHyca. B LleHTpe MHBaruHauuu B
POrOBBIX MACCaX HMEETCsl [1apaKepPaTOTHYECKHIi CTONOHK.
INapakepaToTHyecKHii CTONOMK COCTOHT M3 HEMPABUIILHO
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B 1OMOLb [MPAKTUYECKOMY BPAYY

PACMOJIOKCHHBIX POrOBBIX KJICTOK C MHKHOTHYHBIMH
AJpaMy W NIepHHYKIIeapHbIM otekoM. [Toa cronbukom
3EPHUCTBIH CJI0H OTCYTCTBYET, HO B MECTE MHBArMHALIHH
KCpaTHHa OH COXpaHeH. DNHICPMIC B LICHTPAIbHOI 4acTH
NOPAKCHHUS YIIIOUIEH, a 110 nepudepun — yronwen. B
AepMe M0l POrOBHAHON MIACTHHKOI OGHapy*)KuBaeTCs
Hecneunduueckuit numdouyTapuslii naduastpar. Ha
OCHOBAHIH KIIHHUKO-MOpdoornyeckoro obcneaoBanus
OblT MOCTABJICH MATHO3: JIHHEAPHBIii 10POKEpaTo3
MuGennn 1 Ha3HAYEHO COOTBETCTBYIOLIEE JICYEHME:
BHYTpPb — aCBHTOM W MECTHO — Ma3b «PeTun A».

Boavnas M., 58 ner, nencuonepka, Haxoamnach Ha
obcnenosanmnn 1 aedennu ¢ 12 no 28 mas 2001r. ¢
KiuMHIYCCKNM IHarHO30M: [IOPOKEPATO3 [I0BEPXHOCTHBIi
AKTHHHYCCKHIi IncceMuunpoBanHblii. I1pu nocTynnenuu
ApeAbsBIANA %a100bl Ha BBICBITTAHM, JIOKATU3YIOLIHECS
Ha OTKPBITBIX Yy4acTKaX KOXKHOIO MOKpOBa, BO3HUKILNEC
Tocne Ype3MepHOro npebblBaHus Ha COJHLE TPH rojia
Hasajl; 3y cpeaHeit MHTeHCUBHOCTH. B sieTHuii nepuon
Ha0/I0NANI0Ch YXy/IIEHNE KOKHOTO Mpolecca B BHjIE
YCHIICHUS MHTCHCHBHOCTH OKPAcKH Cbinu. CaMocTosTe b-
HO He neunnack. U3 conmyTcTByioweii natonorun —
uuwiemnyeckas Gonesus cepana. Co cio GonbHOM, y ee
MaTepH aHAJIOrMYHOE MOpaKEeHHe KOKH HOCHT Gosce
orpaHuyenHblii Xapakrep. Ilps ocMOTpe — BbICHINAHMS
JIOKAJIN30BANINCL HA Pa3ruOaTeNbHBIX MOBEPXHOCTAX
npeanseyuit, rojcHei, Ha Thlle KUCTeil, 1uue; ouarn
NPE/ICTaB/ICHbl MUJIHAPHBIMU POTOBBIMH MaNyaaMu ¢
BO3BBILIAIOLIMMCS KPAEBbIM BaJIMKOM W aTpoduuHOIi
Oypoil ueHTpanbHON YaCTbIO, C BHIPAKECHHBIM
BOCMAJIUTENbHBIM KOMNOHEHTOM. TIpuaaTku Koxu 1
BH/IMMBIC CIIM3UCTBIE He H3MeHeHbl. [Ipn o6enenosanmy B
1ab0paTOPHBIX aHANN3aX, N0KA3aTENH — B NpEaenax
BO3PAcTHOI HOpMbIL. [HCTONIOrHYECKIE H3MEHEHHS KOKH
CXOAHBI C ONMCAHHBIMU BBIIIE, HO KEPATOTHYECKHE
NpoOKH MEHBUIMX Pa3MepoB i JiekaT Gonlee MoBEpX-
HOCTHO. JIHarxo3: nopokeparos Mubesiii, IoBepXHOCTHas
AKTHHUYECKas IMCCEMHHMPOBaHHas Gopma.

Boavnoii 3., 60 net, npeAnpuHUMaTEITh, HAXOAUICS HA
obcinenoBanny U JiedeHnn ¢ 6 no 26 mions 2000 r. ¢
KIMHHYCCKHM JIHarHo30M: Nopokepato3 Mubennu,
TNOBEPXHOCTHAsE aKTHUHUYECKas JANWCCEMHUHUPOBAHHAs
dopma. Ilpu nocryniesun xancbbl Ha BhICHINAHMS Ha
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BEPXHUX M HHKHHX KOHEYHOCTSX, HE CONPOBOXKAAIOLIMECS
CYOBEKTHBHBIMH OLLYIEHNAMH. JIAHHBIX O BO3MOKHBIX
NofA0GHBIX MOPaKCHUSX KOKH y Onukaiiunx
POACTBEHHHKOB 60J1bHOIT 00BLNTE He MoxkeT. Co ci10B
onbHOro, 3a6oneBanne HAYANOCH B IETHHI IepHOz, ABa
roja Hasaj, 1oce JUIMTeIbHOr0 NpeGblBalHs Ha COHLE.
K Bpayam He 06paLuaics, caMOCTOATENBHO He JIensics.
OGbeKTHBHO — CBINb CHMMCTPUYHAs, MOHOMOpPHAs,
NpeACTaBleHa POTOBBIMU NaNylnaMH, ¢ YETKUMHU
HEPOBHBIMH KPasiMH, OKpYKCHHbIC nepudepuueckum
BAJIMKOM, C HEOOMJILHBIMU HACIOEHUSMH GENoBaThIX
YCUIYEK, MJIOX0 CHHUMAIOIUXCs npu HOCKa()HHBaHHM, C
BBIPDAXKE€HHBIMH BOCIAJHUTEIbHBIMHU SBJIECHUSIMH.
ConyTcTByionieii 1aTo10rn1 y 60JIBHOTO He BHISBIEHO.
TIpy rucTONOrHYEeCKOM HCCIEA0BAHNM — H3MEHEHHS KOXKH
CXOAHbl C OMMCAHHLIMM B NCPBOM Cllyyae, HO
KCPATOTHYECKHE NPOOKH MEHBLINX PasMEPOB M Jexar
Gonee noBepxHOCTHO. Ha OCHOBaHMHM KIMHHKO-
Mopdosoruueckoro obeciesoBanus Gbl NOCTaBNEH
ZMaruo3: nopokepato3 Mubennn, noBepxHoCTHAs
aKTHHUYECKAs AMCCEMMHMpOBaHHas dopma. Beuo
Ha3HAYCHO ClIC/IyIolIee JIeYeHNe : BHYTpb— HeoTurason B
n03e 30 Mr 1 pa3 B CyTkn 1 MeCTHO — Ma3b «PeTHH-Ay.
Cnenyer 0TMETHTD, YTO Ha (YOHE NPOBOUMOTO JICUeHHS
OTMeHanCsi KIMHUYECKni 3deKT B Buae ymeHblIeH s
BOCMANUTENbHBIX ABICHUI U nHUIbTpaunu. OaHako B
BHJly BBIP@XCHHBIX 11000YHBIX JciCTBHIT B npouecce
npuema Heorurasona B BHie XeiinnTa, ruHruBuTa,
CTOMATHTA M HOCOBBIX KPOBOTEYEHHIH, IaHHOE JleueHne
OblIO OTMEHEHO M NPOJOJIKCHO aeBUTOM Ge3 cy-
LIECTBEHHOr0 KMHUYeckoro addekra.

Takum obpaszom, onucannbie HaMu GONbHBIE
Pa3IHIHBIMA KITHHHYECKUMH (hOPMaMHU TIOpOKepa-
T03a MuGEIH ¢ OTHOTHIIHBIMU XapaKTEPHBIMH IS
JIaHHOTO IEpMAaTO3a NaTOTHCTOIOTHYECKMMH H3Me-
HEHUSAMH TIPENCTABIAIOT ONpeNeaeHHbIH KIUHH-
YECKHH nHTepec Onaroiaps HeoOBIYHON KIHHHYe-
CKOH KapTHHE M CIOXHOCTSM MpH JIHATHOCTHKE
3abonesanns. Takxe obpalmaeM BHHMaHHE
NMpakTHYECKUX Bpayed Ha HeoOXOAMMOCTD
TaTOTMCTOJOIMYECKOTO HCCEN0BaHUS A MO~
TBEP’KAEHHS IMarHo3a nopokeparos Mubemnnn,
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