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CAYYAHR SMUAEPMOJHTHYECKOTO HXTHO3A

E.A. KAPACEB, B.10. 30JIOTHOBA
Kadenpa nHOEKUMOHHBIX, KOXHBIX ¥ BeHepuueckux Gosesuelt Yal'V. 432001, Ynvanosck,
yn. K JTubknexma, 0.1. Meduyunckuii gpaxynomem

B nanHOi nyGnMkausn npeNcTaBICHO ONHCAHHME CROPATHHECKONO CHNYYas SMHUCPMOJUTHYECKONO HUXTHO3R
(3H). '

HnTepec 31010 ciiyuas COCTOMT B PEAKOCTH JAHHOTO AEPMATO3a, YHHKAILHOCTH MPUYHHE, €ro 06yCloBHBILIEH
(myrauus de novo) , HETKOM COOTBETCTBHH 0CO0eHHOCTEH 3a60R€BAHNA Y NALMEHTKH BCEM AHAFHOCTHYECKHM KpHTE-
puam DH, coueTaHHEM KOMKHOM CHMITTOMATHKH C NCHXONATHER MO3ANYHOTO THNA, MHONIHUCH, XPOHHYECKNM PHHHTOM
¥ (PAPHHIUTOM M HAUTHHHEM AHOMATEHOTO (AHCTANLHOIO) NPHKYCA, 8 TAIOKE TOPIHUAHOCTBIO K IPOBOJIMMOM Tepanuy.

OnuaepmonuTyHeckuit uxtiod (OH) uMeeT pAX CHHOHMMOB: SMUACPMOJIMTHUECKHI TI'H-
nepKkepaTo3, Gy/Ie3HbIH UXTHOSHYOPMHBII THIIEPKEPATO3, BPOKAEHHAsA Gy/Ie3nas HXTHO3M-
(hopMHas PUTPOAEPMHSA, BPOXKICHHLIN HXTHO3H(OPMHDBINA SMHACPMOIIH3, BPOXKIACHHBIH YHH-
BepcallbHbil aKaHTOKepaToy3, OyiesHblii uxtnos [9,11].

DU oTHOCHTCH K OAHMM W3 Hauboliee TAXKENO0 MPOTEKAIOMNX HACKEACTBEHHEIX 3a00NeBa-
HUIt KOXKH H ABAAETCA NPUYMHON HHBAIHAHOCTH C JICTCTBA U HEPEAKO JICTANBHBIX UCXOHOB B
nepuoa HopopoxaenHocty [1-7, 9, 10, 11].

HaspaHue “anuaepMoIuTHIeCKUH HXTHO3” B HaCTOAIIEE BPEMA YHOTpeGnseTcs 0HO3HAY-
HO JUIA OTAENbHOI HO30JI0THYECKOIE CYIIHOCTH, TEM HE MEHEE OHO BCE €IIE HEPEAKO CIIYXKHT
[pUYHHOM MyTaHULG! TipH 0003HAYEHHN AMArHO3a, €CNiM BPad OCHOBLIBAETCA JHIlb Ha HPHU-
3HaKe BPOXKICHHON MaHU(ECTalK MOPaXKEHHH U He CUMTAETCS C YCTAHOBMBIUEHCS TePMHHO-
norueli, npuusTodl B MexxyHapoawol knaccudukaumn [9]. B page ciyyaeB B nureparype He
pasaenaoTcs JOCTATOYHO YETKO BpOXKACHHLIH uxTHO3 B OH. C Hamelt Touku 3peHus Haubo-
niee NpUEMJEMBIM Ha3BaHHeM OOCYXKHaeMOH HO30JOrHYECKOH eIMHHIBI ABAAETCS MXTHO3
SMUAEPMONHTAYECKHUH.

Hacnenosanue OH ayTocoMHO-AoMHHaHTHOe. 3aboneBaHne BCTPEYACTCA CPEdH PasHBIX
ITHHYECKUX FPYNI B PasHBIX CTPAHAX, Yalle 3Ta NATONOrHA 0GHApyKUBACTCA B CEMbAX, IIE
umerotca GnmskopoacteHnble 6paku. [To nanueiM D6nunra u Pyka (1968), 8 AHrnnu ero no-
MyJALAOHHAA YacToTa cocTasiser 1:300000 (uur. mo 9), a B V3GeKHCTaHe OTATOLICHHOCTH
3abonesanneM nocturaer 1 #a 100000 [10].

Ha6mopaiotcs yMepeHHbIe KoneGaHud SKCIPECCHBHOCTH OT TAXKEINBIX NeTanbHeX GOpM C
MEPTBOPOXICHHEM WIH HEAOHOLIEHHOCTBHIO C PANIOM PAHHHX OCNOXHEHHH 10 $opM, COBMEC-
TUMBIX C XU3HBIO, He MHBATHAN3UPYIOWINX, HO BCETAA C BHIPAXKCHHBIM KOCMETHMECKHM I€-
dexrom [7].

JlnarsoctiyeckuMit kputepusamMu BHHD sasnaiorca: nmpm pokaeHuH KkpacHas, OTe4Has,
MSATKas koXa, MECTa C BJaAKHLIMH YMACTKAMH, T/IE COAPaH POToBOii crioil, HeT “KonnoauiHoN”
TVICHKM WY NAHIMPA; NMOABIEHHUA My3bipeil ¢ POXKICHAA UM C MEPBHIX AHeH W Heaesb; NpH
3KMBJICHUHA My3EIpell UienyIueHne, runepeMus, a nocie 2-4-x JIeT - COCOYKOBOGOPOAABYATHIC
FUNEPKEPATO3bI; MPEeUMYLIECTBEHHOE MopaxeHHe GIIEKCOPHBIX MOBEpPXHOCTEH H CKNanokK; de-
TOP.

B cBA3U ¢ PEAKOCTBIO RAHHONO JCPMATO3a APEACTABNAET HHTepec Habmonacmulit Hamu ciy4ali OU. Bonbuin

®., 7 net, obparunace B mone 2000 rosa Ha KOHCYNBTATHBHBIH NpHeM 3aBeayloweH xadeapoll KOKHBIX H BEHEpHE-

ckux GonesHel.
AHAMHECTHYECKH YCTAHOBAEHO, MTO peGeHOK OT NepBoit GCPEMEHHOCTH, NEPBBIX POIOB, HEAOHOMICHHDIH Ha 4

Henenn. Poaunack ¢ 3po3uaMu Ha xoxke. K roly YCHAHIOCH NOABACHHE NY36IPEH , 110CNE OTTOPKEHNA X NOKPBILICK
OOHAPYKHUBANUCH IPOINK U BOKPYT ~ THNEPEMHPOBAHHAA M OTeuHad koxa. B 3 rona cranm BO3HHKAT MUNEPKCPATOTH-
ueckue 00pasopanus. [IpHCTYIIb! YCHAEHHOrO NOABNCHUA NY3bIpCH - 2-3 pasa B roa.

OnpeaeneHHoN CE30HHOCTH KOXKHOIO nipoiecca He oTMedero. Ho nepronmuecku BeCHO H 1ETOM BOIHAKAIOT
YXYMIUEHHS COCTOSHUA: NOKPACHEHHE, PETCHIMA NOTAa NOA “eurylikamy, NOBLILUEHUE TEMAEpaTyps!, ¢1abocTs, UTO
CBOMCTBEHHO TIOCTICAHEMY 06OCTPEHIIO, BO3HMKIIEMY B ione 2000 roaa.

Jleunnach HEOAHOKPATHO B KINHUKAX YAbAHOBCKA. DPPEKT OT NpoBe/ieHHOR Tepanuy B GONBIIMHCTBE CNy4ace
OblJl HE3HAYUTEIBHDIH.

SAsasercs cAMKCTBEHHBIM PeOCHKOM B cembe. [Toa06HbIX GoNbHBIX CPean POACTBEHHHKOB HET. Mars 310poBa.
Oren - xpoumyeckuii ankoronuk. Bospact poxwmrenedi B nepHon 3auamis 28 u 35 netr cooTeeTcTBeHHO. Jlo 3a4atna
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OTell CAYXKHMA B PAKETHSIX BOWCKAX, HMES JIMTENbHbIN KOKTAKT ¢ HOHH3MpYOWEH paauaimelt. POAMTENN B KPOBHO-
POICTBEHHOM Gpaxe He COCTOAT.

Jlokanensii craryc. TlopakenHe KOXH HOCHT reHepanusoBanHbili xapaktep. Ha ince, B 067aCTH CYCTaBHBIX
CrHOOB HMEIOTCA NMANHNIOMATO3HLIE HITEPKEPATOTHYECKHE Pa3pacTaHus B BUAS MHITHKOB TCMHO-KOPHYHEBOIO LBETA
0,2 CM B BHLICOTY, PacrioNaraloTcs MHEHAHO, NPH HX OTTOPKEHNK OGHAKACTCA SPOIMBHAA MOBEPXHOCTL. MecTamu Ha
KOME TYNOBHINA, KOHEYHOCTEN TUIOTHBIE, XKECTKHE WENTO-KOPHUHEBLIC YCIYHKH NONHIOHANBHEIX OYEpTaHHI pasme-
pom ot 0,5 50 1 cM B auamerpe. Ha mecte GuiBiminx nyssipeil - 3posusHas nosepxHocTs. Ha koxe kucreil, npeanie-
4Nl HMEIOTCA TY3LIPH C IVIOTHOM MOKPHILKOM, ¢ Cepo3HBIM coxepxuMbiM. Koxa naonel u nogows ytosieHa. Bo-
AOCHI M HOFTH He #3MeHeHs!, Omymaerca cneunduyeckui 3anax oT NaHIIOMATO3HO-THIEPKEPATOTHYECKNX KOXKHBIX
nopaxeHnii.

KOoHCYALTALMH CriermanncToB. TICHXHATD: NCHXOACTEHUUECKas NCHXONATs, NEAArOrHYecKan 3anyliCHHOCTS,
TPEBOXHO-AENPECCUBHEIA cHapoM. Odransmonor: cnabas Muonus 0Gowx rias. OTOPHHONAPHHIONOT: XPOHHUECKHC
punnt 1 dapunrut sie obociperna. CTOMATONOr: aHOMANHH 3YOHOTO paaa - AMCTANBHEIE Npukyc. Brinucka U3 ucro-
pun Gomeswn C npwiaraeMbiMH (OTOrpaduAMH NPOKOHCYALTHPOBAHA AEPMATONOIOM-TEHETHKOM, Mpodeccopom
PMAIIO (r. Mocksa) K.H. Cysoporoit. /luarHos noxTeepxaeH.

Ipnt naromMopOAOTHUECKOM UCCHENOBARUHN KOXHOTO GHonTara oGHapyxeHa cBoeobpazHat KapTHHa, Xapak-
Tepras ans DM Bujed MaccuBHbii, HO BaphabenbHuIli MANEPKEPATO3, € POTOBLIMH NpoGKkaMu B yrayOneHusx nu-
JEPMHCA, COACPKAMMMH NApaKepaToTHICCKHe KeTky. [lepexonnas 30Ha HeperyApHad, MECTaMH pacimupena. 3ep-
HUCTBIt CIOH YTOJIIEH C MOBHIUIEHHBIM YMCAOM GOBIINX HENIPABHILHOM (JOPMEE KEPATOTHARMHOBLIX rpaHyJl. Beipa-
KEHA ABCKOMICKCALHA CAOCB, BAKYONH3AUHMA U AMCTPOdHA €T0 KJIETOK. AKAHTO3 3HAUHTEABHBIR, HO HEPABHOMEPHBIH,
C IUTHHHEIMH TIMICPMANLHBIMA BRIPOCTAMH. B HIMAIOBATOM CNIOE ANCKOMIIEKCAtMA ClloeB, o6pazosanue OBmMpHBIX
nosocTed. B knerkax Mansnuruesa cnod - Gonpunve 6a3opunsHsie 3epHa, nepuHyKIcapHat xouneucaum! uHTOTINA3-
Mbl, BHYTPHKIIETOUHEI{ OTEK, BAKYONU3AlMA UMTOMAA3MBI, MHKHO3 sjep. B cocoukax JEpMBl - HEPHBACKYNAPHSIC,
BOCHATHUTENBHBIE, TPEHMYLICCTBEHHO THMGouHTapHEiE HHpUILTPATH.

Baiflo HasHaueHo cheAyiomee neuenue: 1) crienun 1, 0 8/M W/, Ne 10; 2) natirotesar xansnus 1. 2 p/n; 3)
MeTHOHUH 1T. 2 p/4.; 4) BaHHbI C OTBAPOM TPaB; 5) HapYKHO: KpeM ¢ MoucrHol 2%-Holt; cannumnosas Masp 1%-Has.
BBINHCAHA C HEIHAUMTEILHEIM KIMHHUECKAM YIYTIHEHHEM: YMEHBIBWIHCE THRCPEMHIA ¥ BHIPDKCHHOCTL IKChonna-
TUBHBIX pdnopecueHmi.

MiTepec AauHONo Clyyas COCTOHT B PEAKOCTH JAHHOTO ACPMATO3a, YETKOM COOTBETCTBHH ocobenHocTei 3a60-
fIEBAHMS Y MAUMEHTA BCEM JMArHOCTHUECKHM KpuTtepnam MD, coveraneM koxHOM CHMITOMATHKM C fICHXONaTHei
MO3aHUHOro THNA, MHOTIHEH, XPOHUYECKHM PHHHTOM H GApHHITHTOM M HANHYHEM AHOMATHHOTO (MCTARBHOIO) Npu- |
Kyca ¥ TOPNHAHOCTH K NPOBOAMMOM Tepamuy. MOXHO NpEanonokuTs, HTO NPHIHHON BOSHHKHOBCHHN 3a00/IeBaKus |
ABMNACH CBEXKAA MYTALMA y OT1A, OOYCNIOBICHHAS JMHTEABHBIM KOHTAKTOM B NPOH3BOICTBEHHHIX YCIOBHAX C HOHH-
3upyloueit panHaumeit.
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THE ICHTYOSIS EPIDERMOLYTICA CASE

E. A. KARASEYV, V. Y. ZOLOTNOVA
Department of Dermatology USU. Ulyanovsk, 432001, K. Libkneht st 1. Medical faculty

This issue is devoted to the description of the unique case with ichtyosis epidermolytica (1E).

The unigueness of this case can be explained by low IE incidence, surprising reason caused the case (natural
mautation), complete coincidence of the clinical manifestations with diagnostic criteria, dermatic, psychiatric, ophtal-
mic and dental symptoms combination and the skin status torpidity to the prescribed treatment.






