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JUIOUJTHBIA MPOTENHO3 YPEAXA-BUTE
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Bunnuyxuii nayuonanvrolil meouyunckutl ynusepcumem um. H.U. Ilupozosa
Bunnuykuii obracmuou KiuHu4ecKull KOXCHO-8EeHePON0SUYECKULl OUCNAHCeD

KuarueBble c10Ba: JIMIOUIHBIN TTPO-
TEWUHO3, KIIMHUKA, JICUCHUE.

Jlunonanelii nporenHo3 Ypobaxa-Bute
(JITT; proteinosis Ispoidica Urbach-Wiethe;
hyalinosis cutis et mucosae) — peakoe perec-
CHUBHOE TEHETHYecKkoe 3abojeBaHUE, 4YacTo
UMeIoIlee CeMEWHBI XapakTep, ObLIO BIEp-
Bble O(PHIIMATBEHO OMUCAHO M 3aPETUCTPUPO-
BaHO B 1929 r. Opuxom Ypbaxom u Kamuiio
Burte, X0Ts OT/A€IbHBIE ClIydad €ro OMUCaHUS
B JHTEparype ObUIM MPEeNNpUHATH eme B
1908 r. [6, 11, 15]. 3apeructpupoBaHo MeHee
yem 300 ciayuyaeB ero ynoMHHaHUs B MEIU-
LMHCKOM JHUTepaType ¢ MOMEHTa €ro OTKpbI-
tus [8, 10]. Dtuonorus 3aboneBaHusi TOYHO
HE YCTAaHOBJIEHA, HO oOMpeAenéHHas pojb
MPUHAICKAT TEHETHYeCKOMYy (akTopy u
Urbach E., Wiethe C. (1929) Bbicka3biBanu
MHEHHUE, YTO MPHU ITOM 3a0O0JICBAHUU JTUIIOU-
Ibl C MPOTEMHAMU HAXOMASTCS B cBOoeoOpas-
HOM COCIMHEHUU M TPEUIOKIIN Ha3BaHUE
«mnouaHeli nporenHo3». [lomararor, 4TO
Oosie3Hb TpencTaBisieT co0oi pe3ysbTar pe-
LIECCUBHO-HACJIE/ICTBEHHOTO  paccTpoicTBa
OEITKOBOTO M JTUMOUTHOTO OOMEHa (JIUTIOTPO-
TEMHO3) C TATOJIOTHYECKUM CHHTE30M OeiKa,
YTO MPUBOAUT K 00pa30BaHUIO MaparpoTenHa
[1, 2, 3]. DroT Genok He moaBepraercs dep-
MEHTaTHBHOMY pacraay ¥ OTKJIAIbIBACTCS B
WHTEPCTUIIMAIbHOW TKaHu. He wuckimoyeHo
NEPBUYHOE HApyIICHHUE YIIEBOAHOTO OOMEHA,
Tak Kak 3a0o0jieBaHHME YacCTO BO3HHUKAET Y
O0NBbHBIX caxapHbIM nuabeToM. B ocHoBe 60-
JIE3HU JIeKUT HapylleHue oOMeHa JHUIOINpPO-
TEUJIOB C YBEIMYEHUEM JIMIIOUIOB B KPOBU
IpU JIMIIOUAHON WHQUIBTPALUU CIU3UCTBIX
obomnouek u koxxu. Habmonaercs yBennuenue
O- ¥ Y-TJIOOYJIMHOB, OOIIUX JUMHAOB, Ghocdo-
JTUNHUIOB ¥ JICIIUTHHA TPU HOPMAIBLHOM CO-
JiepKaHUM XOJeCcTepruHa U ero 3CTepoB. Y ps-
na OOJNBHBIX B MOPAXEHHONW KOKE OOHAPYKH-
BalOT OTYETJINBOE YBEIMYEHHUE COICpNKaHUS

nenutrHa (MoHOamuHOGochaTuaa). B moss-
JIEHUW TPOTEUHO3a UMEIOT 3HaueHue mopdu-
PHHBI, YBEJTMUEHHE caxapa B KPOBHU U Moue [4,
5, 7,9, 13]. JIII xapakrepu3yercs JUIOUIHOU
MHPWIbTpAlUe KOXKH, a TaKXe CIM3UCTOMN
000JIOYKH TOJIOCTH pTa U TOPTaHU. Y MaIu-
€HTOB, MUH/IAJIEBUAHOE TEJIO0 KOTOPBIX OKa3a-
nock pazpymieno B cieacteum JIIT Ypbaxa-
Bure, wnaOmiogaercs TmOJIHOE OTCYTCTBHE
cTpaxa. bone3Hp He yrpoxaer *KU3HM Maiu-
€HTa M HE BBI3bIBACT CHIKEHUE €€ MPOJoJ-
xutensHocTH [12, 14]. 3aboneBanre HaunMHAa-
€TCsl B paHHEM JIETCKOM BO3pacTe ¢ HEe3HA4u-
TEIHHBIX U3MEHEHUHN KOXH U CIM3UCTBIX 000-
JIOYEK TOJIOCTU PTa U TOPTaHH, MOCTEHEHHO
IPOTrpeccupyeT, OOBIYHO JI0 FOHOIIECKOTO
BO3pacTa, Mocie 4Yero mpouecc CTabuiIn3upy-
etcs. [lepBbIM IpU3HAKOM 3a00JIeBaHUs Y Ma-
JICHBKUX JETEH SIBISIETCA OXPUILIOCTh roJioca,
3aBHCSIAs OT (DapUHTONAPUHTUTA, TO SIBJIC-
HUE MOXKET COUYETaThCS CO CIIa3MOIUTHUECKON
onbimkoi. OMHOBPEMEHHO Ha KOKe IIeH, Ji0a,
Ha CIIM3UCTBIX 000JI0UKAX MOJIOCTU PTa U rop-
TaHU TOSBIIAIOTCS T'YCTOPACIIONOKEHHAs Ia-
myné3Has ChIb JKENTOBATOrO LIBETA, a TaKKeE
Oy/uIe3HblE M TYCTYNE3HBIE AJIEMEHTHL. OJTH
AJIEMEHTHI CHINIU, CIUBAsICh, 00pa3yroT OJsIII-
KW Ha JIUIEe, IPEAIJICYbiX, B 00JIACTH TeHUTA-
JIVA, TBUIHOM TOBEPXHOCTH PYK U BOJOCH-
CTOM yacTu royioBwl [2, 5, 9]. Ha ronose onu
MPUBOJAT K PA3BUTHUIO THE3AHOM aJOMELHUU.
[TomoOuble W3MeHeHUs OOHApYXKUBAIOT Ha
A3bIKe, Ty0ax, B 3€Be, Ha A3bIUKE, HA/ITOPTaH-
HUKE M TOJIOCOBBIX CBs3Kax. [IpocBeumBaro-
IMecsl y3eJIKH IO Kpal BEK OTHOCITCS K
HamOoJee XapaKTePHBIM KIMHHUYECKUM IPO-
SBJICHUSIM. BpIChIIaHUS HEpeaKo TPYHIUpy-
FOTCS B BUJIE MOJIOC U JTOpokeK. [locreneHHo
Ha [IOBEPXHOCTHU 3JEMEHTOB pa3BUBAIOTCS
TUIEepKepaTo3 U MarnuiaoMaTo3, BIJIOTh 10 00-
poJlaByaThIX pa3pacTaHUN B MECTax pacmo-
noxkeHus: oOmnbHOU cbimu. [Tomumo HEGOb-
IIMX Y3€JKOBBIX AJIEMEHTOB, MOTYT 00pazo-
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BaThCsl OJSAIIKK ¢ siBIeHUsAMH Guopo3a. [Ipu
perpecce Ha KoOk€ HaOJIIOAAIOTCS MHOXKe-
CTBEHHbIE Menkue pyOoumku. Yacroe couera-
HUE MOPAXKECHUS KOKU U CIU3UCTBIX 000JI0YEeK
C SNUIENTU(GOPMHBIMU MPUIIATKAMU, TICUXU-
YeCKMM HH(AHTUIN3MOM. PeHTrenonoruye-
CKU OIpPEAENSIOT CUMMETPUYHbIE BHYTpHUYE-
penHble OOBI3BECTBICHUS, KaJbIM(PUKALIUIO
Typenkoro cema [12, 14].

I'ucronoruueckas KapTHHa IaTOTHO-
MOHHMYHA. B smuaepme rumepkeparo3 M He-
PaBHOMEpPHBIM akaHTO3. [lepma 3HAUYUTEIBHO
yroniieHa. B BepxHell 4yacTu JepMbl pacro-
JIO’)KEHBI TOJICTBIE BOJIOKHHUCTBIE MYYKH, CO-
CTOAIIIME M3 FOMOI€HHOro, amop¢HOro, rua-
JMHONOJOOHOTO MaTepuaia. DTH MYYKH I0-
yTH 0€3 UCKIIOYEHUsS PacHOIOKEHbI MepIeH-
IUKYJISIpHO K snuaepmucy. [ 'manunomnono6-
HBIM MaTepuall OKpy>KaeT coCyibl B BUJE TOJI-
cToi My(pThl. B HMXKHEH MOIOBUHE JEpMBI
KOJUJIareH He U3MEHEH, HO BOKPYT HEKOTOPBIX
COCY/IOB U TOTOBBIX JKE€JIE3 MMEIOTCS OMO-
reHHble Maccel. [Ipu okpacke miapiaaxporom
BBISIBIISICTCSL OOJIBIIOE KOJIMYECTBO BHEKIIE-
TOYHOPACIIOJIOKEHHBIX JIUIIOUJIOB, KOTOpHIE
pacrnojararoTcs B CKOIUIEHHAX THaJIMHOIO-
TOOHBIX Macc, 0COOCHHO BOKPYI KpPOBEHOC-
HBIX cocyoB. O Npupoze JIMIIOUAHOTO Belle-
CTBa B JIepMe€ JI0 CHX TOp HET OIpeneiaEHHbIX
JAHHBIX. B HEKOTOPBIX Cilydasx Mpu XUMHUYE-
CKOM aHaJiu3e MOPaKEHHOW KOXU OBLIO 00-
Hapy»X€HO YBEJIMYEHUE COACPKAHMSI JIELUTH-
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Ha. [[aTOrHOMOHMYHBIM, HO HE BCErja OTMe-
YaeMbIM MPU3HAKOM CITYXKUT KaJbIM(pHUKaLus
M3BWIMHBI Tunokammna. WHouiabTpaTel co-
JepXaT Kak JIMIKJbL, TaK U MYKOIOJIHMCaxa-
punasl [11].

JuddepeHunanbHyro  JUarHOCTHKY
3a00€eBaHUs  HEOOXOAWMMO TIPOBOJIUTH C
IICEBJOKCAHTOMOM, 3JIACTUYECKUM aMUJIOUI0-
30M KOXH, JIMMIOMJHBIM HEKpOOHO30M, IOp-
¢bupruHOBOI 00JIE3HBIO, MOWKHIOACPMHUECH U
KOJUIOUJI-MUJIMYMOM. JleueHne cuMIromMaTu-
4eCKOe, BKJIIYAET JUETYy C OrPaHUYEHUEM
YIJIEBOJOB, MHCYJIMHOTEPANUIO, TeNapuH Ia-
pEeHTEpaIbHO M HUHTpPaOKaIbHO, BHYTPb Me-
THOHUH, JIMIIOKauH, D-eHnnuiinamMuH, 3Tpe-
TUHAT, TUMETHICYIb()OKCU.

YuuteiBas pPeAKOCTh KIACCHYECKOTO
nposinenust JIII Yp6axa-Bute, BO3MOXHEIE
TPYIHOCTH JWAarHOCTHKU BpayaMU CMEXKHBIX
CIELMAIBHOCTEW, a TaKXe JepMaTojoramu,
MIPUBOJIUM Halllk HAOJIO/ICHUSI.

bonpnas Y. (puc. 1, 2, 3) 41 rox, 06-
paTuiace Ha NpPUEM K JEpMATOJIOrY IOCIE
oOcIlieZIoBaHMsI U JICUEHHs Y Bpayell Tepares-
ToB. boneer ¢ 3-x ner. Ha xoxe BepxXHUX U
HIDKHUX KOHEYHOCTEH B 00J1aCTH JIOKTEBBIX U
KOJIEHHBIX CYCTaBOB, TBUIBHOW MOBEPXHOCTH
KHCTEH UMEIOTCS Y3eJIKOBbIe U 00poIaBUaThIe
BbIChIMaHusA. C JIETCTBA JKAIYETCS HA OXPHII-
nocth rojoca. Co OB MALIMEHTKH MPOLECC
MEJJIEHHO MPOTIPECCUPYET.

Puc. 1. Puc. 2.

JlokanbHbll craryc. Ilpomecc HocHUT
XPOHUYECKUM XapakTep, JOKaJu3yeTcss Ha
KOX€ JIOKTEBBIX M KOJICHHBIX CYCTaBOB,
TBUIbHOM MOBEPXHOCTH KUCTEH, Ooyaru mnopa-
KEHHUS] CUMMETPHYHO paCIOJIOKEHBl B BUIE
060poaByaThIX paspacranuii KpacHo-
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Puc. 3

KOPUYHEBOT'O LIBETA C ABJICHUSIMHU TUIIEpKEpa-
TO3a W ManmwIoMaTo3a. Breickimanus mpen-
CTaBJICHBI JKEJITOBATBIMU NAlyJaMu U OJIsII-
KaMu ¢ siBIeHUsIMH (uOpo3a Ha ydacTKax Io-
paxenus. Koxka nagoHHOW TOBEPXHOCTH
muddy3no yronmeHa. CyObeKTUBHBIE OILy-



JKypHaa nepmaTtoBeHepoJorii Ta kocmetoJorii im. M.O.TopcyeBa

mieHust oTcyTcTByIOT. [Ipu oOcnenoBanuu y
JIOP-cnenanucra BBISBICH aTpoUUYECKUid
(hapuHTO-JTapUHTHUT. V3-uccnenoBanue:
KEMTUHBIA My3bIpb CEPHOBUIHON (QOPMBI, Te-
YeHb YMEPEHHO yBEIMuYeHa B pa3Mepax, Ia-
peraxuma e€ nuddy3HO 3XOreHHO YIUIOTHEHA.
OKI': oOHapyXeHO HaJIMuWe CHHIpPOMA
Bonbg-Ilapkuncon-Yaiita, HemonHas Ojo0ka-
Jla TpaBOM HOXKKM Tydka ['Hmca, yCKopeHHe
aTPUOBEHTPUKYJISIPHON MPOBOAUMOCTH, MPH-
3HAKU HapylIeHUss OOMEHHBIX MPOLIECCOB
Muokapna. JlabopaTopHbie naHHBIC: AHANMHU3
kpou Ha KCP, rematur B u C, BUU-
orpunarenbubie. KnuHu4eckui aHain3 Kpo-
Bu: Hb — 140 r/n, neiikomuter — 7,6'10 9/JI,
Heilitpodunsl  manoukosaepHsie  — 2%,
HEeHUTpouUiIBl cerMeHTosifepHble — 66%,
303uHOGMIEI — 2%, auMporuTsl — 24%, Mo-
HOIUTEI- 6%, COD — 13 Mm/4. buoxumuue-
CKUU aHanu3 KpoBW: oOmme munuasl — 11,2
r/n, xomectepuH — 4,8 T/1, JIUMONPOTEHUIBI
BILT — 2,5 mmons/n, nunonpotenns HITT —
1,9 mmonb/n, Tpuraunepuabl — 2,1 MMOJB/,

Cnucok Jureparypbl
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owmpyoun Henpsimor — 10,9 Mmonw/m, cye-
MoBas mpoba — 2,1 mi, TUMOINIOBas mpobda —
1,6 EA, AJIT — 0,4 mmons/n, ACT — 0,3
MMOJIB/J1, 001t 6e10K 74 1/11, anbOyMUHBI —
56%, rnooynunbl — 44%, o — 2%, o, — 12%,
B — 7%, vy — 23%; caxapnas xpuas: 4,88 -
5,55 - 5,22 - 488 - 4,88 MMOJIB/JI, KHCIIbIE
riuKo3aMuHoraukanel — 82 EJI. OOmumii ana-
U3 Mouu 6€3 0COOEHHOCTEH.

Ha ocHOBaHMM [aHHBIX aHAMHE3a,
KJIIMHUYECKOW KapTUHBI YCTAaHOBJIEH AMArHO3
Jlunouounwiti npomeunos Ypoaxa-Bume.

Ha3naueno neuenue: amera croir Ne5,
azmatop | Tabn. 1-2 pasa B mens 2-3 wMec,
rrytaprus 1 Tabi. 2-3 pa3a B 1eHb 2 Mec, 3cC-
ceHuuane 1 kamc. 2 pas3a B IeHb 2 MeC, a€BUT
no 1 xarmc. 2 pa3a B 1eHb 2 MeC, KaJbleMHUH 1
Tabn. 2 pasza B AeHb 3 Mec. MecTHO: ynbTpa-
3BYK C KOPTHUKOCTEPOHMIHBIMH Ma3siMH Ha
ouaru nopaxxeHus. B mpouecce Ha3Ha4YeHHOU
KOMIUIEKCHOM Tepanuu MpoBOAUTCS oOcepBa-
M 32 MAUEHTKOH ¢ 1eNbl0 3 (HEeKTUBHOCTH
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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

1

2
«L{enmp oepmamonozuu u kocmemonoauuy, /[nenponemposéck, Yxpauna
YII «Jlenomeoy, [{nenponemposck, Yxkpauna

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].



