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IepBble UIJIMCTBIN

eM [3-5].

3aboneBaHMe pa3sBMBAETCS B pes3y/braTe fedek-
Ta SKCIIpeccuy KepaTwHa 1 KIeTKaMy IIMIIOBATOTO

62

MXTUO3 ObLI WUIEHTHU-
¢unmposas B XVIII Beke B cembe Lambert
(rpadctBO Caddonk, Bennkobpuranus) [1,
2]. TepMMH «AITIMCTBIN MXTHO3» UCIIONb3Y-

eTcst As1sl 0003HAYEeH s TeTePOreHHOI IPYIIIBI HAPY-

IIeHNI KePATMHU3AINY CO CXOHBIMY KIMHNYECKN-

MU ¥ TMCTOJIOTMYECKUMU IIPOSBICHMUIMM, @ TaKXe

I 0003HAaUYeHNSA BEPPYKO3SHOTO SMUJIepMaIbHOTO

HeByCa C 9KCTEHCUBHBIM ABYCTOPOHHUM IOPaXKeHN-

MpenctaBneHo onucaHue KAMHWUYECKOTO  Cily-
Yyas WUFMUCTOrO WXTWMO3a — PEefKoro BuAa reHe-
TUYECKN OOYCNOBNEHHOIO  UXTUO3MPOPMHOrO
JepMaTo3a. YHMKanbHOCTb 3TOro 3aboneBaHusA
00ycrioBneHa CNOXHOCTblo AnddepeHUmanbHom
ONarHOCTUKM 1 BepudMKaumn fJuarHosa BBUAY
CXOXKECTU KANHUYECKOW KapTUHbI UFANCTOrO KX-
TUO3a 1 BEPPYKO3HOTO 3NVAEPMabHOTO HeBYyCa.
KnuHnyeckne ocobeHHOCTU o6enx HO30M0ruin
XapaKTepU3yloTCA NPUYYAANBLIM U pacnpocTpa-
HEHHbIM NMOPaXKEHNEM KOXN, NPOABNALWMNMCA M-
nepKepaToTMUECKMMI LUMMNOBMAHBIMU pa3pacTa-
HUAMY, pacnonaraloWmmMncsa no nuHuAM bnawko.
NcKntounTenbHON 0CO6EHHOCTbIO OMMCbIBAEMOTO

KJIMHNYECKOTO CJlyyas ABMIAETCA MHOrofieTHee
(B TeueHne 20 neT) KNMHUKO-NabopaTtopHoe Ha-
6ntofieHne 3a naymeHTKon. B 063ope nutepatypsl
npviBefieHbl KpaTKne faHHble MO 3TMOSIoruW, na-
TOreHesy, 0COGEHHOCTAM KJIMHNYECKOro TeYeHus,
anodepeHumanbHON AMarHocTuke, natomopdo-
NIOFVN UFICTOFO UXTO3a U BEPPYKO3HOMO 3Mu-
LepManbHOro HeByca.

KnioueBble cnoBa: NrnCTbI NXTNO3, BEPPYKO3-
HbIV SNAEPManbHbI HEBYC, KIMHWKA, auddepeH-
UManbHbIN gnarHo3
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CIIOSl SMNJIEPMICA, CBA3AHHOTO C MYTallMsAMM TeHa
KRT1 [6, 7]. IlpeobnamatoT cropagudeckie Caydan,
npyu 6oree pefKOM CeMelTHOM BapuaHTe IPOCIIeKN-
BAIOT ayTOCOMHO-TOMIHAHTHBII TUII HACTIEZOBAHMU .
Beigenennsle Tunsl — Jlambepra, Kypra - Maknusa,
Peitara, Beddepiurenta u Bpoka - pasnuuarorcs
B OCHOBHOM BapMalMsAMU TUCTOIOTMYECKOTO CTPO-
€HJs ¥ B MEHbILE CTeNIeHM KIMHNYIECKO KapTUHBIL.

HavanbHble ImpU3HAKM WUITIMCTOTO MXTHO3a 06-

HapY>KMBAIOTCA IPU POXAEHUN MO0 PasBUBAIOTCA

B JIETCKOM BO3pacTe (KaKk B paHHEM, TaK ! B IIO3[JHEM)
B BUJie 04aroBoli i fudy3HOI SpUTEMBL, KOTOPas
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B Te4YeHJe HeCKOIbKIX Hefle/Ib YMEHBIIAeTCsI, CMEeH -
Acp WenymenueM [8]. [JanbHelas 3BOMTIONNA MOXET
3aHMMATD Pa3/INYHble BpeMEeHHbIE IIPOMEXYTKM U Xa-
pakTepusyeTcsi popMMUpOBaHMEM TUIEPKEPATOTIYE-
CKMX 0YaroB: JIOKa/IN30BaHHBIX, TMHENHBIX YHUIATE-
PaIbHBIX WU FeHepaTM30BaHHbIX (YHMIaTepaabHasd
JOKanmu3anyusa MOXeT OKa3aTbCs IIPOMEXYTOYHBIM
9TAIOM Ilepef, pa3BUTHEM TeHepalin30BaHHOTO IIPO-
necca) [9]. Koxxa cTaHOBUTCS YTONIIEHHOI, CYXOCTbh
ycunuBaercsi, GOPMUPYIOTCS MOTIOCOBUHbBIE YIaCT-
KJ Pe3KO BBIPa>KEHHOTO TUMIIEPKEPaTO3a, pacroyiara-
IOIIMEC 10 IMHMUAM BIalko u 0co6eHHO 3aMeTHBIE
Ha KOHEYHOCTSIX. BeppykosHble TMHeapHbIe 06pa3o-
BaHUA CEPOBATBHIX, OYPO-KOPUYHEBBIX, TPI3HO-Yep-
HBIX OTTEHKOB COCTOST M3 Iapajlle/IbHBIX Tpedel-
KOB, 0COOEHHO KOHTYpUPYeMbIX B 00/1aCTH CYCTaBOB,
Ifie OHM MOTYT HOCTUIaTh TOMLMHBL 0,3-2 cM ¢ 06-
pa3oBaHMEM KOHMYECKMX [IMIIOBATHIX BBIPOCTOB.
[TopaxaroTcss Kak crubarenbHble, TaK U pasrubda-
Te/IbHblE MOBEPXHOCTYM KOHEYHOCTel. Y OObIINH-
cTBa OOIbHBIX HAOMIOMAETCA aLOHHO-TIONOIIBEHHA
KepaTofiepMusi (Ha KUCTAX YacCTO PaCIpPOCTPAHSIO-
I[asICs1 Ha [JOPCATbHYIO HOBEPXHOCTD), HEPELKO CO-
[IPOBOXKAAIOMIASCS [TyOOKMMY GOTE3HEHHBIMI Tpe-
IM[MHAMY, KOHTPAKTypaMu ¥ (YHKI[MOHAIBHBIMU
HapyieHyAMH [6]. IIpu BoB/iedeHNM B IPOLecC BOJIO-
CHCTOJ YaCTV TOJIOBBI IPOMCXOANT ITOpeJieHIe BOTIOC.
IuddysHoe mopakeHue TYNOBUILA, ITie OCOOEHHO
3aMeTHO OJallIKO-TMHeapHOe pAacIooKeHNe Bep-
PYKO3HBIX M3MEHEHMIT, MOXKET CM/IbHO HAaIlOMIHATh
BPOXKJCHHYIO OY//Ie3HYI0 MXTUO3U(OPMHYIO 3pUT-
pormepMuio (OZHAKO IPY UITIICTOM UXTIO3€ 06pa3o-
BaHUe ITy3bIpell HUKOTZa He HabmogaeTcs) [1, 3].

B 3aBUCHMMOCTY OT 0COOEHHOCTEN KIMHUYIECKOTO
TeYeHUs pasINyaloT CIefyloliye TUIBl UITUCTOTO
uxtnosa. Tun Jlambepra XxapakTepusyeTcsi paHHUM
pasBUTEM BePPYKO3HBIX V3MEHEHMUI, Ha4MHaA
C 7-HeJleTIbHOTO BO3pacTa M/IM HECKONbKO IO3JHee,
M OTCYTCTBMEM IOpaXeHM: JIUIA, JTafoHeN U IIO-
mows [10]. IIns tuma Kypra - MakiauHa TUIONYHBI
TsDKeNask JIaJJOHHO-TIOJIOLIBEHHAs] KepaTomepMMus,
CUMMETPUYHOE TOpakeHne (C pe3Ko BbIPaKeHHBI-
MU «UIJITaMU AMKOOpasa») Ha TYIOBUIILE U pasruba-
Te/IbHOI [TOBEPXHOCTM KOHe4dHocTelt [3, 6, 11]. Tun
Beddepiurenra compoBoxgaeTcss BBIPasKeHHBIMU
TUCTPUKCOUTHBIMM M3MEHEHMSIMM Ha juie. Tum
Pertnra ceityac oroxpectsnsaercs ¢ cuagpomom HID
(hystrix ichthyosis and deafness syndrome), mpmu
KOTOPOM MIJIMCTBIN MXTMO3 aCCOLMUPYETCA C Hell-
POCEHCOPHOJ IIyXOTOMl ¥ MYTallMAMM TIeHa KOH-
HekcuHa 26 (G/B2). 9TOT CMHAPOM KIMHUYECKH, TU-
CTOJIOTMYECKM VI TeHETUYECKY CXOfieH C CH/JPOMOM
KID (keratitis ichthyosis deafness) nnu, Bo3amMoxHo,
UIeHTHNYeH eMy (7, 12-14].

Envkur B[], Cedosa T, [nomHukosa E.B., Ky3Heyos 11./]., Hosocenosa M.IO.

VrnCTBIN MXTUO3 MW BEPPYKO3HBIM SNMAepMarbHbIii HEBYC (PETPOCNEKTVBHbIN aHanu3 20-neTHero HabnogeHNs)

VrmucTpiil MXTHO3 YaCcTO COMPOBOXK/ACTCA JVIC-
Tpodueit Horrel (BIVIOTh JO OoHuXorpudosa), MHO-
Ia aHOMaIMAMM 3yOOB, SMMIEICHUEN, 3afep>KKOit
yMCTBeHHOro pasButus. OIUCaHbBl efUHNYHBIE
CIIy4ayl COYeTaHUsA C CepHevyHOll HeOCTaTOYHOCTDIO
B pe3y/bTaTe aHOMAaAMil KPOBEHOCHOI u numda-
TUYECKON cucreM, ¢ MUMGOOTaCTHBIM JIEIKO30M,
¢ 6onesnbio KoyTrca. OTMedaeTcs pefpacionoxeH-
HOCTb K PasBUTHUIO 3/I0KaYeCTBEHHBIX HEOITa3mil
KOXU U UMMYHOAeDUIMTHBIX COCTOSTHMIT [8].

TsKeCTh KIMHUYECKON KAapTIHBI MOXKET 3HAUM-
TENbHO BapbUPOBATh JlaXKe IIPU CEeMEIHBIX CTydasix
(OT TaZOHHO-TIOZOLUIBEHHOI KePAaTOAEPMIUL IO TeHe-
panu30BaHHOTO MopaxkeHus) [6].

T'ucromornyecku HabGIIORAETCS TSXKENBIL OPTO-
KepaTOTMIECKUIT TUIIEPKePATO3, aKaHTO3, MAIINJLIO-
Maro3. [IaTOrHOMOHUYHBIM NPU3HAKOM BBICTYNAIOT
IBYsIA€pHBIE KJIETKI B 3¢PHVICTOM I IIMIIOBATOM CJIO-
AX C XapaKTEpHOJ NEPUHYK/IEapHO BaKyOIM3aliu-
ell. 3epHUCTBIN CNOM COCTOUT U3 2-3 pANOB KIETOK
C HepaBHOMEPHOJT 3€PHUCTOCTDIO, YaCTO C BHYTPU-
KJIETOYHBIM OTE€KOM U KapuomumKHO30M. IToBbinreHa
MUTOTHYeCKasi aKTMBHOCTD 6asabHOrO cos. B mep-
Me — yBeIMYeHHOe KOJIMYeCTBO KallMUIAPOB C Ha-
OyXIIMM SHJOTENNEM, YMepeHHble NepUBACKYIAp-
Hble MHOUIBTPATH U3 TUMQOLUTOB, TUCTHOLUTOB
C IPMMeCBIO TYYHBIX KJIETOK [1-5].

IuddepeHunpoBaTb UITUCTBI UXTNO3 HEOO-
XOAVMMO OT JpPYIMX MXTHO30B, BPOXJEHHON OyiI-
JIe3HOI MXTUO3U(POPMHOI SpuUTpomepMun (aKaH-
TOIMTUYECKOTO THUIEpKeparos3a). MHorve aBTOPHI
pacleHNBAIOT BepPYKO3HbIII SN PMaIbHBI HEBYC
C ABYCTOPOHHUM ITOPa>KeHNEM KOXKM KaK MIIMCTHII
MXTHO3, UTO CO3JaeT TPYLHOCTHU IIPY IIOCTAHOBKE
[MArHO32 U BBI3bIBAET MHOTOYNC/IEHHBIE JUCKYCCUIL.
BeppykosHblit sI1epMabHbIN HEBYC — O HA U3 pas-
HOBUHOCTel KePATMHOLUTAPHBIX HEBYCOB, Xapak-
TepU3YIasAcs BepPyKO3HOI IMIepIIIasyeli KIeToK
sannpepmuca. HeByc CyljecTByeT ¢ pOXAEHUs WU
¢dbopmupyercsa B rpyRHOM Bospacre [15, 16].

BoipenAnT NMHENHBI OJHOCTOPOHHMI HEBYC
(nevus unius lateralis), pacnonararmomuiics Mo 1MHM-
ssmM bramko, n o6mMpHBIT [BYCTOPOHHMIT, 0603Ha-
4JaeMblil KaK UIIUCTBIL uxtnos (ichthyosis hystrix).
JIokanu3oBaHHbBII BapMaHT, OTPAHNYMBAIOLINIICA
OYeHb HeGOMBIINM II0 IJIOLIAAN YIACTKOM IOpasKe-
HUs, BCTpeYaeTcs KpaitHe pefko (17, 18].

JIuHeHBII BEPPYKO3HBIN SMNJE€PMabHBIN He-
ByC — HamboJee 4acThIl BApMaHT SMMIEPMaIbHOTO
HeByca — HAYMHAETCs C IOSIBJIEHMs IIATeH, MAIyil
VUIM ITaNIMITIOMAaTO3HbIX 3/IEMEHTOB Te/IeCHOTO, PO30-
BOTO LIBETa, OKPYIJION MU IIOJIMTOHATBHON (OpPMBI,
KOTOpbIe NOCTEIIEHHO YBE/IMYMBAIOTCS B pasMepax
U KO/MMYeCTBe, CTAHOBATCSA Oojee 3I€BUPYIOMIMMU
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M TpHOOPETAT PBIXKEBATO-KOPUYHEBYIO, KOpPUY-
HEeBAaTO-4ePHYI0 OKpacKy. JI3HadajbHO MATKMeE
97IEMEHTBl CO BpeMeHeM CTAHOBATCS IIIOTHBIMU
TUIIePKePATOTUYHBIMM, IIOBEPXHOCTb BapbupyeT
OT IIE€POXOBATO BEIbBETOBOJN /10 BbIPa>K€HHOM I1a-
nuinomMaros3Hoit [17-19]. JImHeiiHblit BeppyKO3HBII
3MUJEepMaIbHBII HEBYC MOXXET PaCIpOCTPaHATHCA
3a IpeJeIbl CBOEN IepBOHAYa/IbHON JIOKaAM3aLul,
IIOCJIe TIOJIOBOTO CO3PEBaHMUs MPOTpecCUpyeT PefKo
[20]. CoueTaHMe C IKCTPAKOXKHOI ITaTONOrMe (CHH-
APOM JIVMHETHOTO BEPPYKO3HOTO SINePMalbHOTO
HeBYCa) perucTpupyercs 6omee pefko, 4eM Ipu gpy-
rux ¢popMax sanupepManbHOro HeByca. [Ipeobnagator
AQHOMaJINY LIEHTPATbHOI HEPBHOII CHCTEMBI, CKeTeTa,
CepIeYHO-COCYAUCTON CUCTEMBI, IHOT/|A BBIAB/IACT-
cs1 BpOXK/leHHas KaTapakTa. OIMCaHBl CTy4ay acco-
LUalVY INHEHOTO BePPYKO3HOTO SMNIepPMalIbHOTO
HeBYCa CO 37I0KaYeCTBEHHBIMM OIIYXO/ISIMYU BHYTPEH-
HUX OpPraHoB, CUHApOMOM Maddyuun, campHO-Ke-
JIe3UCTBIM HeBYCOM fIjaccoHa, IIepCTAHBIM BOJIOCA-
TBHIM HeBycoM [20-22].

BosHuKHOBEHME [PYTUX ONYXO0JIEeN B 30HE PacIo-
JIO>KeHMS1 BepPYKO3HOTO HEBYCa BO3MOXKHO IpPY /TI0-
60M ero BapuaHTe (JIOKaNIM30BAHHOM, YHUIATEPATIb-
HOM U cMcTeMatusupoBaHHOM). OTMedeHBl CrTydyan
dbopMupoBaHUsA KepaTOAaKaHTOM, 0a3aTbHOK/IETOY-
HOTO U IIJIOCKOK/IETOYHOTO paka [23, 24].

KnuHnueckoe Habn roaeHne

BonpHas I1., 1996 r.p., HAXOAUTCsI 10]] HAOTIOKEHVIEM Jiep-
MaToJI0roB B TeueHue 20 neT.

Amnamues 3a6oneBanus: 60nbHa C poxxgenns. Pognmaco
[IEPEHOLIEHHOII, OT IepBOil 6epeMEHHOCTH, IIaljeHTa CO-
IeprKajla MHOXKECTBO KaJbLIMHATOB. Y MaTepyu BO BpeMs
6epeMeHHOCTM HAOJIO[ANNCh aHEMU s, PAHHUI TOKCUKO3,
yTpo3a mpexxieBpeMeHHbIX pofioB. IIpu poxpenun y pe-
6eHKa OTMedYeHa CYXOCTb KOXKHBIX IIOKPOBOB, KOTOpas
paclLeHMBanach JepMaTOIOroM Kak ceOOpeiiHblil JepMa-
TUT. B TpexMecAYHOM BO3pacTe NOABUINCH YHU/IATEPasib-
Hble TUNIePKePATOTNYeCKYe BbIChITAHNA C IPUYY/IUBBIM
pacnonoxennueM. OKOHYATe/IbHBIN AUATHO3 — UITIUCTBIN
UXTHO3 — 6bl1 ycTaHOBNeH B 2001 r. B Bo3pacTe 5 et
(puc. 1, 2, 3). BonbHas exXerogHO 06CIefyeTCs 1 MonydaeT
JIe4eHMe B JIe4eOHBIX YUPEKACHNUAX JepMAaTOIOTNIECKOTO
npo¢us, B TOM 4KC/Ie IPOXOAUT MEIMKO-TeHeTUIeCKOe
NepeOCBUETENbCTBOBAHME 110 IIOBOY TPyINIbl MHBa-
nupHocTu. IlanMeHTKa ABIAETCA MHBANUIOM HETCTBA IO
UITIACTOMY UXTUO3Y B CBA3YU C BhIPAXKEHHOM pacIpoCTpa-
HEHHOCTbIO KOXXHOTO IIaTOJIOTMYECKOro Ipoliecca, Hapy-
HIAOIETO JIBUTATENbHYIO aKTUBHOCTD U CO3/IAIOIETO Ce-
ppe3HbIe KOCMeTIYecKue IIPoOIeMsl.

JIoKanbHBIN CTAaTyC: KOXKHBIN ITaTOMOIMYeCKMII Ipo-
LIeCC pacIpOCTPaHEHHbIN, CUMMETPUYHBINA, HE OCTPO-
BOCHATNTEIPHOTO XapaKTepa C JIOKaaM3anuell Ha KOXKe

64

Puc. 1. [NopaxeHve
KOXW Tynosuua

N KOHEUYHOCTeN
(6onbHas 1. B BO3pacTe
5 net)

Puc. 2. Mpuuyanvsoe
pacnonoxexuve
rmnepKepaToTUYeCcKmx
BbICbIMaHWI Ha

3afjHeN NOBEPXHOCTH
HIPKHUX KOHEYHOCTEM
(6onbHas . B BO3pacTe
5 ner)

Puc. 3. Porosble
WNMOBUAHbBIE
paspacTaHusa Ha Koxe
NoAKONeHHoOM 06nacTn
(6onbHas 1. B BO3pacTe
5 neT)
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nepepfHell 1 3aHell IOBEPXHOCTU KOHEYHOCTEI, ThIIe K1-
CTell, 1iee, TY/IOBHUILE, T0OHOI YacTy nuia (6/Ke K 30He
pocra Bosoc) (puc. 4, 5, 6, 7). IlpeacraBien accoruanusamm
IPYOBIX POTOBBIX YelllyeK 1 IVIACTMHOK TOMIMHOI ot 0,1
mo 0,3 cM, MeCcTaMy pa3fieJIeHHBIX HeITyOOKMMU TpelLin-
Hamu (puc. 8). Ha oT/ie/IbHBIX y4acTKax B 00/1acTu KpyI-
HBIX CYCTaBOB U CKJIaJJOK KOXU (JIOKTeBble, TOJKOIEHHbIE
AMKWY, 3aJHAA II0OBEPXHOCTD Oefipa) 00pasyoTcsa KOHMYe-
CKMe, JKeCTKUe TUIepKepaToTMdeckue obpasoBaHus Oy-
PpOBaTO-KOPMYHEBOTO I]BeTa, paclojaralouiecs Kak ju-
HeitHO, Tak u guddysHo (puc. 8, 9, 10, 11). Koxa nagoneit
" HOfOIIB cBOOOKHA OT BhIChIMaHuiL. [IpuaTky KOXn He

VI3MEHEHBI.
Annepronorudeckuit  aHaMHe3  OoTATolleH  (O-
NVMBaJieHTHas  aJ/UIeprusA,  a/UIePTUYecKUil  PYHMNT).

HacreCTBeHHOCTD He OTATOLIeHa, CPe/yl HECKONbKMUX [0~
KOJIEHNII B ceMbe U y O/IM3KIX POACTBEHHNKOB IOZ0OHbIE
M3MEHEHNsI KOXKI He BBIABIANNCH. 3aK/II0YeHMe TeHeTIKA:
«UTTUCTBI UXTUO3 (MyTauus de novo)».

IIpu KIMHUKO-TAOOPATOPHOM OOCIENOBAHNN MALU-
eHTKM OOLIEeKTNHIYECKIE MTOKa3aTeu B Npefenax BO3-
PACTHOI HOPMBI, TPV KOHCY/IBTALINM CMEXHBIMI CIIEIIN-

amucrtamMy  (HEBPOJIOL,  KapfUOJIOI, TacTPO3HTEPOJIOT,
XMPYPr) — IATOTIOINHU He O6GHAPYIKEHO.
ITatoMopdonornyeckoe  MCCIENOBAaHME  KOXHOTO

6uonTaTa: B SIMUAepMuce BoipaxkeHsl A dysHblit 1 Goi-
JIMKYJISIPHBLIL TUIIEPKEpaTo3, aKaHTO3, MAMIIIOMAaTo3
Coco4koB fepmbl. OuyaroBasi BaKyo/nbHas AUCTPOGIUs
KJIeTOK Ma/IbIIUTUeBa C/I0s. BHyTpuanmaepmMaabHO nMOKa-
nuayrTcs (GOoKaabHbIE 30HBI CIIOHTYO3a C eANHUIHBIMY
aKaHTOMUTUIECKMMI KIETKaMU — «3€pHUCTas JUCTPO-
¢usi». B BepXHUX OTHeNAX epMbl PACIIONOXEHBI IIepIUBa-
CKYJIsIpHBIE MeTKO(DOKYCHbIE KPYITIOKIeTOYHbIe MH(UIIb-
TpPaThL.

06¢cyxpeHune

YHMKaIbHOCTh IIPefCTABIEHHOTO K/IMHUYECKOTO
Cy4ass COCTOMT B TPYAHOCTSIX IIOCTAHOBKM HMa-
THO3a. AHaIN3 0COOEHHOCTEI KIIMHIUYECKOI KapTHu-
HBI U TedeHNs 3a00/meBaHuUsA Y JAHHON MAL[MEHTKH,
a TaK)Ke Ha/jM4ye TUIMYHOTO GITAIIKO-TNHEeApPHOTO
PAaCHOMOXEHNsT TUIEPKEPATOTNYECKNX IIMIIOBUJ-
HBIX pas3pacTaHMii MO3BOMIM HpoBecTu audde-
PEHIMaTbHBII OYarHO3 MEXIY UITIMCTHIM UXTUO30M
U IMHEITHBIM BEePPYKO3HbBIM SMIePMaTbHBIM HEBY-
com. CylecTByIOIee CXOACTBO KIMHUYECKON Kap-
TUHBL 3TUX 3a00I€BaHMII XapaKTEPU3YeTCsl IIPH-
YY[IMBBIM ¥ PAacCHPOCTPAaHEHHBIM IOpa’keHVeM
Koxu mpu obenx Hosomorusax. K romy xe mopaske-
HUe KOXXM TYJIOBUILA IIPEfCTAB/AETCA B BUJE U30-
THYTBIX, TIeT/Ie00pasHbIX M BUXPEBUHBIX [O/IOC, He
PaCIpOCTPAHAIOIIMNXCS 32 CPefHIo IuHM0. Ha ko-
HEYHOCTSIX 00pa3yoTcsl PephIBUCTbIE MM CIIIOLI-
Hble [POJO/IbHbIE IIOJIOCOBUHBIE OYaryu MJIMHOI

KnuHuyeckme HabnogeHua
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Puc. 4. Pacnonoxerue
rNepKepaToTUUECKIMX BbICbINAHMIA
Mo NMHNAM BNALLKO Ha KOXe CMHbI
(6onbHas M. B Bo3pacTe 20 neT)

Puc. 5. PacnonoxeHwve
rUNepKepaToTUUECKIMX BbICbINAHWIA
Mo NMHMAM Bnawko Ha Koxe 3aaHen
NMoBepPXHOCTN beflep v roneHein
(6onbHas 1. B Bo3pacTe 20 neT)

Puc. 6. PacnonoxeHvie
rnepKepaToTUUYECKIMX BbICbINAHWIA Mo
MHMAM Bnawko Ha Koxe nepefHen
OpIoWHOM CTEHKN (6onbHan M.

B Bo3pacTe 20 ner)

Puc. 7. PoroBble LUNNOBUAHbIE
3NeMeHTbl Ha Koxe BOKOBOM
MoBePXHOCTM X1BOTa (6onbHas M.
B BO3pacTe 20 neT)

Puc. 8. PacnonoxeHne porosbix
LUIMMOBMHBIX BLICHIMAHNI Ha KOXe
BHYTPEHHEN NOBEPXHOCTM Mneva
1 NOAMbILEYHOM AMKM (6onbHas T1.
B Bo3pacTe 20 ner)

Puc. 9. Pacnonoxerune
TUNEPKePaTOTUUECKIX WNMOBUAHbIX
BbICbIMAHNII Ha KOXe NOKTeBOro Crviba
(6onbHas M. B BO3pacTe 20 neT)

Puc. 10. PacnonoxeHve
rMnepKepaToTUYeCK1X BbICbINaHNIA Mo
JMHWAM BRalko Ha Koxe B 0bnacTu
KoneHHoro cycTasa (6onbHas 1.

B Bo3pacTe 20 ner)

Puc. 11. Porosble WwWmnosuaHble
3NeMeHTbl, pacronaraloumecs no
NMHMAM BRawiko Ha Koxe 3agHen
NOBEPXHOCTN KONEHHOTO CyCTaBa
(6onbHas M. B Bo3pacTe 20 neT)

OT HECKO/IBKMX CAHTVMETPOB JIO BCeJl KOHEYHOCTL,
4TO HabmIofaeTcs y Haeil nanyeHTKy. OTMedeHo,
9TO OGJIAIIKO-MIHEAPHOe PACIIONIOXKEHNe BBICHIIA-
HJJI He COOTBETCTBYET KaKMM-TU60 HEPBHBIM, KPO-
BE€HOCHBIM WUJIN TII/IM(i)aT]/I‘IeCKI/IM CTpYKTYPaM, Ipn
3TOM MOP(O/IOTUIECKIE TIEMEHTHI ChIIY BKITIOYAIOT
B ce6;1 KOMIIOHEHTDI 1IN IepMIICA VI IIPNJATKOB KOJXKI.
Ba>kHBIM OT/IMYMEM UITIMCTOTO MXTHO3A OT JIMHE-
HOTO BePPYKO3HOTO 3IINJePMaIbHOIO HEBYCa SBIIA-
I0TCSL TSDKeJIble, 9acTO BPOX/IEHHBIE BHUCLEpajIbHbIE
[Opa)KeHNUsI U AHOMAJIMM PA3BUTHUS, VCKIIOYEHHbBIE
MHOTOYNMC/IEHHBIMY Ha IIPOTSDKEHUM [IUTEIBHOTO
BpeMeH! KIMHUKO-TabOpaTOPHBIMU VCCIeZOBAHU-
SIMM Y JaHHOU 6O0/MbHOI. 3a BpeMmsi HabmofmeHNs 3a

EnvkuH B/], Cedosa T, [nomHuko8a E.B., Ky3Heuos U1/, Hosocenosa M.fO.

VIFnnCThI MXTVO3 MNv BEPPYKO3HbIN 3MMAePManbHbIA HEBYC (DETPOCNEKTUBHBIN aHann3 20-neTHero HabnopeHns)

MAIVEHTKOI IOpakeHMe KOXM He PacIpoCTpaHs-
JI0Ch 3a IPEefeNbl CBOEN MEPBUYHON JTOKATU3ALNIL,
a ocye mybepTara He BBISB/ICHO IIPOTPeCCUPOBAHNUS
KOXXHBIX BBICBITaHMIT. KIMHMYecKas: KapTUHa 1 0CO-
OGeHHOCTU Te4eHMs 3a60/IeBaHUA B OIMCHIBAEMOM
CIy4ae CBUJETENIbCTBYIOT B [IO/Ib3Y UITINCTOTO UXTH-
o3a. YcraHosneHHbI Tni JlTamGepTa HOATBep)KAaeT-
Cs pasBUTHEM BePPYKO3HBIX M3MEHEHMUII ¢ Iep1ofa
HOBOPO)KI[CHHOCTI/I, OTCYTCTBI/ICM Hopaxe}m;{ anna,
JIaZlOHEIT U TIOJOIIB.

Takum 06pasoM, Ha OCHOBAHNMM TUINYHON K/IN-
HIYeCKOJl KapTHHBI — BYCTOPOHHEE CUMMETPUYHOE
6/TanIKo-TMHEeAPHOE PACIIONIOKEH Ve POTOBBIX LINIIO-
BUIHBIX TMCTPUKCOMTHBIX OOpasoBaHMII, a Takxe
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paHHero (C poxaeHNus) febTa 3ab0neBaHNs, XapaK-
TEPHBIX TYCTOMIOTMYECKNX M3MEHEHNUII, OTCYTCTBU
BUICLIEPa/IbHBIX TTOPAXKEHMII U [IOPa)keH!UsI HEPBHOI
CHCTeMBbI O0JIBHOI ObLJI IOCTABJIEH NMArHO3 UTJIUCTO-
ro uxrtuosa tuma Jlambepra.

3aknyeHune

OnucaHHBI BbILle CIOpafiMYecKUil ClIydaill UIIn-
CTOrO0 MXTHO3a — 3aboJieBaHMe, PerucTpupyemMoe
KpaiiHe pefko. IIpuHaIeXHOCTb UTIMCTOTO MXTUO-
3a K TOV W/IV MHOJ IpyIIle MXTUO3U(DOPMHBIX Jiep-
MaTO30B NPOJO/KAET IUCKYyTHUpoBaThcsa. HecmoTpa
Ha 6OJIBIIIOE CXOfICTBO UITIUCTOTO MXTHO3a U BEPPY-
KO3HOTO SNNJIEPMATbHOTO HEBYCa, HABYCTOPOHHMIA

KoHGnuKT nHtepecos

ABTOpbI NOATBEPXKAAIOT
OTCYTCTBUE CKPbITbIX KOH-
$NUKTOB NHTepecoB.

CUMMETPUYHBII XapaKTep HOpPa’keHNs, OTCYTCTBIE
CHCTEMHOCTY HAPYIIeHNII Ha IPOTSKEHNN [INTENb-
HOTO BpeMeHM HaOmofeHus MO3BOSIOT KBamudu-
IMPOBATh JAHHYIO NATOJIOTMI0 KaK MIIIMCTBINA UX-
Ti03. Bojtee TOro, mocTaHOBKA MarHO3a «UITIVMCTBIIL
MXTHO3», HA HAIl B3IJIAM, IO3BOMM/IA OIPEHENTNUTh
Ha/IbHEJINYI0 TAKTUKY BefeHNs IAIVeHTKN, a 3Ha-
91T, 3aMETHO YIYYIINTDh KAa4eCTBO €€ XU3HIL
Crenyer OTMETUTh BaXXHOCTb CBOEBPEMEHHO-
rO BBISBIEHMS TaKUX OONBHBIX, X IIOTTHOLEHHOTO
BCECTOPOHHETO 00C/Ief0BaHN s, HOCIEYIOLIero Nu-
HaMIYeCKOTO HaOMIOfeHNs, a TaKKe MeJVKO-TeHe-
TUYECKOTO KOHCY/IBTUPOBAHMS CEME CO CydasiMu
UXTHUO3U(DOPMHBIX 1epMaTO30B. @
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Ichthyosis hystrix disease or verrucous epidermal
nevus (a retrospective analysis of 20-year

observation)

El'kin V.D." - Sedova T.G." « Plotnikova E.V." « Kuznetsov I.D." -

Novoselova M.Yu.!

We present a clinical case of ichthyosis hystrix,
a rare genetic ichthyosiform dermatosis. Specifics
of the disease are related to the complexity of
differential diagnosis and verification of the diag-
nosis, because clinical manifestation of ichthyosis
hystrix is similar with that of verrucous epidermal
nevus. Clinical particulars of both nosologies are
characterized by bizarre and widespread skin le-
sions of spicular hyperkeratotic growth, located
along Blaschko lines. The exclusive feature of the

clinical case described is a long-term (20 years)
clinical and laboratory monitoring of the patient.
The literature review provides brief information on
etiology, pathogenesis, clinical features, differen-
tial diagnosis, and pathomorphology of ichthyosis
hystrix and verrucous epidermal nevus.

Key words: ichthyosis hystrix disease, verrucous
epidermal nevus, clinic, differential diagnosis
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