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JIIMOIAHUM MPOTEIHO3 YPBAXA-BITE

C.A.bonnap, JI.JI.I'apmam, A.A.Hanixurtuii, C.€.bensir, O.M.ITiukyp

OnucaHo piJke 3aXOPIOBaHHs — JIIOITHUN MpoTeiHo3 Ypbaxa-Bite y xBopoi 40 pokis.
Hageneni nani etionorii, KIIHIYHOI KAPTUHU Ta TPUHIHIIIB JIKYBaHHS 3aXBOPIOBAHHA.

PROTEINOSIS LIPOIDICA URBACH-WIETHE

S.A.Bondar’, L.L.Garmash, A.A.Nalizhitiy, S.E.Belc’, O.M.Pichkur

The article presents the descriptions of a rare disease, Urbach-Wiethe proteinosis lipoidica,
in a 41-year old patient. The data of etiology, clinical picture and the method of the treatment of the

disease have been cited in the article.
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OIMUCAHHUE KIIMHUYECKOI'O CJIYYASA CKIEPOATPO®PUIECKOI'O
JIMXEHA Y TAIIMEHTKH 62 JIET

T.B.CBsiTeHKO', JLA.AngpuynaZ, A.B.XapI/ITOHOB3

I'Y «IMA MO3 Yrpaunwry, kageopa KoAHCHBIX U 8eHeputecKux bonesHell
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KiaoueBble cjoBa: ckiepoaTpoduue-
CKHUl TUXEH, CKIEPOIEPMHUS, ITUONIATOTCHE3.

Beenenne. CxiepoaTpopuueckuii -
xeH (cuH.: Oenbiid aumraii [{ymOyira, 6one3Hb
oenbix msTeH, lichen sclerosus et atrophicans)
- 3TO XpOHHUYECKOoe 3a00JIeBaHHE KOXKHBIX U
CIIM3UCTBIX TIOKPOBOB BOCHAIUTENHHOTO Xa-
pakTepa, KOTOpOE COIMPOBOXKIAETCS MOSIBIIE-
HUEM cKkiepoaTpoduueckux oyaro [1]. B
HacTodIee BpeMs mpupoja 3a0oyieBaHus JU-
X€Ha JI0 KOHLA He u3ydeHa. Tak poccuiickue
JIEPMaTOJIOTH 1O.K.Ckpunkun (1979),
M.H.Hukutuna (1981), E.I'.®enopoBa u
A.A Kamamkapsia  (1982) oTHOCAT CKJEpo-
aTpoduueckuii TMxXeH K 0coboit Gpopme ckie-
ponepmuu. JlaHHOE 3aKIIOYEHHE OCHOBAHO Ha
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psiZie TPOBEICHHBIX KIMHUYECKUX, DJIEKTPOH-
HO- MUKPOCKOIUYECKUX U TUCTOMOPGOIOTH-
yecKkux mccaeaoanui [2,4]. CormacHo TUIIO-
teze Kogoj (1936), Miesher (1948), Mont-
gomeri, Hill (1940), Bedis I Areenthathi
(1975), JI.H. Mamxkumneticona (1965), ckie-
poarpouuecKkuil TMXEH 3aHUMAET MPOMEXKY-
TOYHOE TOJIOKEHHUE MEXKIY CKIepOAepMUEH u
KpacHbIM IUIOCKMM JuiaeM [6]. K Bapuanty
KpacHOTO TIUIOCKOTO, CKIepoaTpohuyecKuit
mumait otHocsaT U Cesatenko T.B. (2005),
F.M.Lewis ¢ coasrt. (1998) [2]. EBponeiickuit
nepmartosor Hallopeu (1887) paccmarpuBan
ABC TCOPUU BO3HUKHOBCHUA I[aHHOI>’I I1aTOoJI0-
TMH: KaK BapHaHT CaMOCTOSITEILHOTO JepMa-
TO3a, TaK U TIOCIEICTBUE AaTpOPUIECKON
dbopmBl KpacHOro TIOCKOTO Jmmas [3,5].
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Lever m Schaumburg-Lever (1975) cuurtaroT
O0IUTEPUPYIONTNI KCePOTUIECKUI OaaHUT U
Kpaypo3 BYJbBBI, KOTOPbIE pacCMaTpUBAINCh
paHee Kak CaMOCTOSITEIbHBIC JCPMATO3BI,
UJCHTUYHBIMU CKJIEpOoaTpoPpUUecKoMy JIHXe-
Hy [4]. B 3THONAaTOreHETUYECKOM aCIEKTe
BBIICTISIIOT pa3jnyHble (aKkTOpbl: HEHpOreH-
Hble, WH(EKIMOHHbIE, WMMYHHBIC, DJHJO-
KpuHHBIE, cocyauctblie u ap. CymiecTByeT
MHEHHUE, YTO Pa3BUTHUIO JaHHON MATOJIOTUU
CIOCOOCTBYIOT T'€HETHYeCKHe (PaKTOPhI, YTO
JI0Ka3aHO HE TOJBKO XPOMOCOMHOM aHOMaJH-
e, Ho W acconmanueir ¢ agTureHamu HLA
(A9, All, B8, B27, IR3, JIRS) [6]. Pa3Butue
0OJIE3HH CBSI3BIBAIOT CO CICAYIOMUMH (HAKTO-
pamu: TIepeHeceHHas BUpPYCHas WHQEKIIUS,
BUOpalMM, TPaBMBbI, MEPEOXJIAXKICHUE Opra-
HU3Ma, BO3/CUCTBHE XWMUYECKUX BEIIECTB
(cepoToHUHCOEpKAIINE CPEACTBA, XJIOPBU-
HWJIBI, OJICOMUIIMH, KPEMHHUEBOW COJHM U JIp.)
[6,7]. IlaTorenes 3aboieBaHHMS OCHOBAaH Ha
HapyIIEHMH MeTa0oJIu3Ma COCIUHUTEIBHON
TKaHHU, KOTOPOE MPOSBIIAETCS B BUIE TUIEP-
NPOAYKIIMH KoylareHa ¢uopobiactaMu U
HapyILIEHUEM COOTHOILEHUS PACTBOPUMON U
HEpacTBOPUMOM ero (paxiuii, HaKOMJICHUS
Meau B KOXKHBIX MOKpoBax. BaxkHyio poib B
MaTOTEHE3e UTPaeT U HAPYIICHUE MUKPOIIUP-
KYJISILIMM, B OCHOBE KOTOPOH JIEKHUT MOpake-
HUE CTEHOK MEIIKHX apTepuid, KamwUIIpOB U
apTepHo, a TaK ke JeCTPYKUus U mpoiude-
parus JHIOTENusl, TUNEPIUIa3us WHTUMBL,
¢bubpo3 [7]. B cBsa3u ¢ Tem, 4TO MpU CKIEPO-
aTpoUYEeCKOM JMXCHE BEAYIIUMU HapyIle-
HUSIMH SIBJISIFOTCSI TUTIOKCHS M GHUOPO3, MOKHO
MIPENIIOJIOKUTD aKTUBALMIO IPOLIECCOB CBO-
00HOPaAUKAIIBHOTO OKUCJICHHS JIUIHIOB B
pa3BuThu 3aboneBanus [6,7]. Knmnuuecku
3a0o0yieBaHNE MPOSBISETCS BBHICHIAHUSMU Ha
rieyax, Imee, CIHe, BEpXHEeW 4YacTu TPy,
Oenpax, XUBOTE, a TaK K€ CIM3UCTHIX 000-
JIOYKaX TOJIOBKH TOJIOBOTO YJIEHA W BYJIHBBIL
[Ipu pa3Butum 3aboneBaHMs], KaK IPaBUIIO,
HapyIleHHe O0IIero COCTOSHUS U CyObEeKTHB-
HbI€ OIIYIIEHUsI OTCYTCTBYIOT. [lartomoruue-
CKMM KOXKHBIM IIPOLIECC MPEACTABICH MEIKH-
MU y3eJIKaMHu U aTpoUUECKUMH TIATHAMH 3-6
MM B JHaMeTpe, OKPYTJIOH WM HENmpaBHIIb-
HOM (hOpMBI, KOTOpPBIE CKIIOHHBI K CIUSHUIO B
ONAIIKM U MATHA OONBIIMX pa3mepos. [IaTHa
JNeNUTMEHTUPOBAHHbBIE, MEJIOBUIHOTO  WJIU
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0enoBaTo - ceporo IBeTa C MepiaMyTPOBBIM
oTTeHKOM. HaOmronaroTcs mpU3HAKK aTpo-
¢buu, pUCYHOK KOXM B oyarax criaxeH. [lo
nepudepun BBICHIIaHUN HaOIIOJaeTCs 3pH-
TEMaTO3HBI  BEHUYMK THIEPIUTMEHTALUN
[1,3,7]. BcTpeuaroTcst KIMHUYECKUE CIy4Yau C
HaJu4IreM OOJBIIOro KOJIMYeCTBa (DOJITHKY-
JSPHBIX POTOBBIX poOoK IpsA3HO-
KOPUYHEBOTO LIBETA B MECTAX BBICHINIAHUI [6].
Teuenue 6one3HU, YaIE BCETO, XPOHHUYECKOE.
Hetu Gonerot penko. Cpeau B3pocCiIoro Hace-
JIEHUS CKIIepoaTpo(UUIECKUil TMXEH Yalle 1o-
paxaer xeHmuH [4]. [locranHoBka nmarnosa
py JaHHOM 3a00JICBaHUM HE BBI3BIBACT 3a-
TPYIHEHUI, OAHAKO B HEKOTOPBIX CIIydasx
JUIsL €0 YTOYHEHHUS M MPOrHO3UPOBAHUS Te-
YEHUsI HEOOXOUMO TTPOBOJIUTH TUCTOMOP(DO-
JIOTUYECKUE HCCIEIOBaHUs OHomTaTa mopa-
YKEHHBIX KOJKHBIX MOKpOBOB [5,7]. IIpu naro-
MOP(OJIOTHUECKUX HCCIECTOBAHUAX OOHApy-
KUBAETCSl THUIEPKEpaTo3 C POrOBBIMH IMPOO-
Kamu, aTpous MaJbIUTUEBOTO CJIOsS, BhIpa-
KEHHBIN OTEK, a TaK >K€ TOMOTCHHU3aIUs KOJI-
JlareHa B BEpXHEW 4YacTH JE€PMbl M BOCHAIHU-
TEeITBbHBIN MHQUIBTPAT B CpPEAHEH €€ YacTh
[4,6]. HduddepeHnnanpbHyl0 AHATHOCTUKY
CKJIEPOAaTPOPUUIECKOTO JIMXEHA HEO0OXOAMMO
MPOBOJIUTh, B MEPBYIO OYEPE/b, C KPACHBIM
IUIOCKUM JIMIIAeM, Kpaypo30oM BYJIBBBI U TO-
JIOBOTO 4YJIEHA, CUCTEMHON CKJIIEPOJECPMUEH,
oonesnpto Jlaiima, cuHapomom Mienra-
Kymmnra u np. [6].

Marepuaasl 1 Meroabl. [log Hammm
HAONIIOJICHUEM HAaxXOJWIach TMAalHUeHTKa 62
JIeT, KOTopasi 00paTuiack ¢ xamobaMu Ha BbI-
CBIITAHUS Ha KOXE CIHHBI, 3Y/.

Pe3syabTarsl n o0cy:xkaenue. Ha npuem
K Bpady JIepMaTOBEHEPOJIOTY 0OpaTuiach ma-
HUEeHTKa 62 JeT, COTPYOHUK IETCKOTo J0-
IIKOJILHOTO YYPEeXICHUS C jKaJo0aMu Ha BbI-
ChIIIaHUs Ha KOXKE€ CMHHBI, 3yJ. V3 aHamHe3a:
cunuTaeT ceds OOJILHON B TeUeHHE 6 MECSIIEB,
KOT'/1a BIIEPBBIE 3aMETHJIa Ha KOXKE CIIMHBI 0]
JIEBOM JIONATKOM MEJKHE CrPYIIIHPOBAHHBIE
BbIchINaHusl. CyObeKTUBHO OTMeUalcs He3Ha-
YUTENBHBIN 3yA. 3a MEIUIMHCKON IOMOIIbIO
oOparuiiach MO MECTY JKHTEIbCTBAa K Bpauy
nepmarosiory. bbulo Ha3HayeHO cleayroiiee
JIeYEeHUE: KPeM C MOMETa30HOM | pa3 B cyTKu
B TeueHue 7 aHed. Ha moBTOpHBIM npueM K
Bpauy MalHMeHTKa HE SBUJIACh, JICUEHUE Tpe-
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KpaTujia CaMOCTOSITENIbHO TaK, KaKk He yBU/Je-
Ja moJIokUTeNbHOM nuHaMuku. Co cloB ma-
LMEHTKH, MHOTO JIET CTpalaeT CIeAYIOUMMHI
COMAaTUYECKUMHU 3a00JICBaHUSIMH: XPOHHYE-
CKMU MaHKpEaTUT, XPOHUYECKUI XOJEHUCTHT.
Ha MomeHT ocMOTpa: Ha KOe CIIUHBI, B 00-
JACTH JIEBOM JIOMATKH, OJnecTsiee, IEHUr-
MEHTUPOBAaHHOE TISTHO HEMPaBHIILHON (op-
MbI, pazmepoM 9,0x14,7 cMm, co CriaxeHHbIM
KOXXHBIM PUCYHKOM, MPHU3HAKAMH aTpoPuul U
CYXOCTH KOXXM B Oyare, ¢ 3pHUTEMaTO3HBIM
TUIEPIUTMEHTUPOBAHHBIM BEHUYMKOM IO TIe-
pudepun; MeIKUe MOJIOYHOTO I[BETa O4Yaru Ha
rpyau u xuBote (¢poro 1). Co cnoB 60JIbHOM,
3yA OECIOKOUT B T€UEHHE JJIUTEIBHOTIO Bpe-
MeHU. B 1abopaTopHBIX TecTax, KpoMe yme-
PEHHOrO JIEMKOIIMTO3a, OTKJIOHEHUU OT HOp-
MBI HE BBIABJICHO. B 3akioueHue ractposH-
TEepojora yKa3zaHo, 4YTO ()YHKUIHOHAJIBbHBIX
HapylIEHUH CO  CTOPOHBI  KEIYAOYHO-
KHILIEYHOTO TPaKTa Ha MOMEHT 0OCJIeIOBaHUS
y JaHHOW MallMeHTKH He oOHapyskeHo. Ha oc-

-
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HOBaHUM KJIMHUYECKOW KapTUHBI U aHaMHE3a
3a0oneBaHuss ObUT YCTAaHOBJEH JHArHO3:
CKJIEPOATPOPUUIECCKUNA JTUXEH.

Ha3naueno cnepyrolee jgeueHue: KcaH-
THUHOJIA HUKOTUHAT 1T 2 pa3a B CyTKU B Teue-
nue 14 pgneit, menTokcuduuua 1t 3 pasa B
cyTku B Teuenue 14 auei. Hapyxuo: Mowme-
Ta30H Ma3b | pa3 B CyTKM B TE€4€HUE 3
HeAelb, JIMIOJIOCKOH C MOYEBHHOM. Jlomoi-
HUTEJBHO OBUTH PEKOMEHOBaHBI (PU3HOTEpa-
neBTrdeckue npoueaypsl: porodopes ¢ 'KC
2 pa3za B Henemo - 10 mpouenyp; anekTpodo-
pe3 ¢ nuaasoit 1 pa3 B Hegento - 5 mpouenyp.
Ha noBTOpHBIM IpueM K Bpayy NalUEHTKa
SBUJIACh uepe3 3 HeJesd ¢ MOMEHTa Ha3Haue-
Hus JiedeHust. [Ipu ocMoTpe naToioruueckoro
oyara OTMEYaeTcsl IMOJIOKUTEIbHAs JTMHAMU-
ka. [lo mepudepun >pUTEMATO3HBIN THUIEP-
MUTMEHTUPOBAHHBIA BEHUUK pPErpeccupoBal,
YTO CBHJIETEIHCTBYET O CHMXKEHHHM AKTHUBHO-
CTH MaTOJIOTMYECKOTO Mpoliecca. 3yaa HeT.

®oro 1. [TanmmenTka 62 neT, IUarHo3: cKIepoaTpoGUIECKuil JINXeH

BriBoabl.

1. B Hacrosiiee BpeMs cIenaTh BBIBOABI 110
pacrpoCTpaHEHHOCTH  CKJepoaTpodude-
CKOrO JIMXEHA HE IIPEIOCTaBJISAETCS BO3-
MOKHOCTH, TaK Kak B JIHJIEMHUOJIOTHYE-
CKHME JaHHBIC BKJIIOYEHBI BCE BHUJBI CKIIC-
POLIEPMHUH.

2. TlpuuuHo¥ pa3zBuTus 3a00J€BaHHUS MOTYT
ABJISITBCSI MHOTHE IpOBoLUpYHOIIKE (ak-
TOPBI, & BO3MOKHBIE OTKJIIOHEHUSI OT HOPM
B J1a0OpaTOpHBIX TeCTax HECYT JIMIIb
BCIIOMOT'aTEJILHYIO POJIb.

Cnucok aureparypsl
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3. B cBsI3u ¢ akTUBHBIMH TposTHdepaTUBHBI-
MU U CKIICPOTHUYCCKUMHU HU3MCHCHUSAMU B
oyare IJIaBHOW TEpareBTUUYECKON 3aadyeit
SIBJISIETCSl KYINUPOBaHUE IIPOrpPecCUpoBa-
HUS 3a00JICBaHUS, PETPecC CYObEKTUBHBIX
OLLYILLIEHH.

4. B cBs3u ¢ Tem, 4TO A CKIepoarpoduye-
CKOTO JIMXEHA XapaKTEePHO XPOHUYECKOE
TE€YEHHE, MALUEHTHl JOKHBI HaXOAUTHCS
MO/ TUCTIAHCEPHBIM HAOIIOJICHUEM Y Bpa-
Ya IepMarTosiora.
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OIINC KJITHIYHOI'O BUTTAJIKY CKJIEPOATPO®IYHOI'O
JIIXEHA Y ITAIIIEHTKMH 62 POKIB

T.B.Cestenko, JI.O.Anapiyna, A.B.XapuToHoB

CrarTs npucBsiU€Ha HO30JIOTTUHIN (GopMi 31 CKJIATHUM MATOTEHE30M, SKa BIIHOCHUTHCS 0
IpyINU 3aXBOPIOBaHb CHOIYYHO! TKaHWHU. CkiepoaTpodiuHuil JiXeH XapaKTepU3yeThCs MPOrpecy-
FOUOIO JIC30praHi3alli€lo KOJIareHOBUX BOJIOKOH Y BUTUISLAI (DiOpHMHOIAHOI AereHeparrii, a Tak e BH-
paskeHoi cynMHHOI martoJorii Ha ¢oHI ayroceHcubinizarii i/abo ayroarpecii opranizmy. Ha croroz-
HIITHIA Yac 3p0OUTh BUCHOBKHU PO PO3MOBCIOKEHICTh CKIEPOATPO(dIUHOTO JiXeHA HE Ma€ MOX-
JIMBOCTI, TaK SIK B €Mi1eMI0JIOTI4HI J]JaH1 BHECEHI BC1 PI3HOBUIM ckiiepoaepmii. [IpuurHOI0 pO3BUTKY
3aXBOPIOBAHHS MOXKYTh OYyTH Pi3HI MPOBOKYIOYi (PaKTOpH, a MOMIIMBI BIAXHJICHHS BiJl HOPMHU B Jia-
00paTOPHUX TECTaxX HECYTh JIMIIE JOMOMIKHY (DYHKIIIO. Y CTaTTi OMHMCYETHCS BIACHE CIIOCTEpe-
YKEHHS KJIIHIYHOTO BUMAJIKY CKJIEpoaTpodIYHOTO JiXeHY Yy HMaIli€eHTKH 62 pOKiB.

CLINICAL CASE OF LICHEN SCLEROSUS PATIENT 62 YEARS
T.V.Svyatenko, L.A.Andriutsa, A.V .Kharitonov

The article is devoted nosological form with complex pathogenesis, which refers to a group
of connective tissue diseases. Lichen sclerosus is characterized by progressive disorganization of
collagen fibers in the form of fibrinoid degeneration, as well as severe vascular pathology autosen-
sibilization background and / or autoagresii body. At the present time to draw conclusions on the
prevalence of lichen sclerosus is not available opportunities, as epidemilogic data included all types
of scleroderma. Cause of the disease may be many triggers, and possible deviations from standards
in laboratory tests are only a supporting role. This article describes a clinical case of their own ob-
servation of lichen sclerosus in patients 62 years of age.
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