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MprBeaeHO onucaHue cnydasa Knaccu4eckon GopMbl PEAKOro HacNeACTBEHHOro Aepmarosa — nopokeparosa Mubennm —
y pebeHka 3 neT, xapakTepr3oBaBLIErocs yHunarepanbHeiM PacnonoxeHnem o4aros. [pu rMcTonorMiyeckoM MccnenoBaHmn
0BHapPYXeHbl TUMWMYHbLIE AN9 NopokepaToda Mubesnnin CKoneHna napakeparoTUIeckmx KNeTok B 9naepMuUce.

Kntoyesble crioBa: nopokeparod Mubennv, HacneAcTBeHHbIE epMaToabl, ETH.

A case study of the classical form of a rare form of inherited dermatosis, Mibelli's disease, featuring unilateral position of the foci
in a child aged 3. A histological examination revealed aggregations of parakeratotic cells in epidermis being characteristic of

Mibelli's disease.
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ITopokepaTo3 Mubesniu — peaKuil HacaeaCTBEHHBIN
JlepMaTo3, HacJIe[y MBI 110 ay TOCOMHO-JOMUIHAHTHOMY
TUITy WU BO3HUKAIOIIUU CIIOPAJUYeCKH, XapaKTepU-
3yomuiica HapylmeHueM AU @epeHIINPOBKU KIE€TOK
3MUJIepMHca B BUjie mapakeparosa [1]. 3abosieBaHue
BIIEPBBIE OIIMCAHO B 1889 r. nTaIbAHCKUM I€pPMATOJIO-
roM V. Mibelli [2]. PaHee cuuTasioch, 4TO CKOILIEHUE Ke-
PaToOTHYEeCKUX MacC IIPU JAHHOU ITATOJIOTUU BBIABIA-
eTCs UCKIIOYUTEILHO B YCThAX MOTOBBIX Kele3. B Ha-
cTosAllee BpeMs IIojaraloT, YTO HapylleHhe KepaTu-
HU3AIMN MOMKET IIPOUCXOIUTH He TOJIBKO B BBIBOJHBIX
IIPOTOKAX SKKPUHHBIX JKeJIe3, HO U B YCThAX BOJIOCAHBIX
GbomrKyI0B 1 MeK(DOINKYIIPHBIX 30HAX 3IIHIePMU-
ca [3, 4]. [ToaToMy psazn aBTOPOB IIpeAjiaraloT Ha3bIBaTh
3T0 3a60s1eBaHNe IapaKkepaToO30M.

ITopokepaTo3 Mube/uii MOKET BO3HUKHYThH B JIIO-
60M Bo3pacTe, HO Jallle IPOSABJISAETCA B JE€TCKUE TOJbI.
JIuma MysKCKOTO I10J1a CTpaJaloT Jallle, 4YeM JIUIA KeH-
ckoro moJia (cootHomenue 2—3:1) [2]. 3aboneBaHue
XapaKTepu3yeTCA XPOHUYECKUM HPOrpeCcCUPYIOIINM
TedeHHeM. [Ipenpacmonaraomumu GpakTopamMu ABIA-
I0TC UMMYHOCYIIPECCUBHBIE COCTOSHUSA, B TOM YHCIIE
TpaHCIUIAHTAIIUSA OPraHoB, JuMd@onpondepaTUBHbIE
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3ab0JIeBaHNsA, CUHAPOM IIPHOOPETEHHOr0 UMMYHO/Ee-
dunmTa, UMMyHOCYIIpecCUBHasa Tepanusd [5]. Boamo-
$KEH CIIOHTAHHBIN perpecc BLICBIIAHUN ¢ COXpaHEHHEM
OCTATOYHBIX SABJIECHUHN B BUJI€ HEXKHBIX aTPOPUIECKUX
pPyO4YuKOB. ¥ B3pOCIBIX NAallUeHTOB B 7—10% ciy4yaeB
BO3MOKHO 03JIOKA4YECTBJIEHUE 0YaroB IOpaKeHusd [4].

BBIEIAI0T HECKOJIBKO KJIMHUYECKUX BAPUAHTOB I10-
pokeparo3sa [1, 2, 5—7].

Knaccuueckuil nopokepaTo3 Mube/uii MOKET BO3-
HUKHYTB B JIFo60oM Bo3pacTe, Jalle B JeTckoM. Hau6o-
Jiee 4acTbIMM MeCTaMHU JIOKAJIM3all1 BbICBIIIAHUM fAB-
JIAIOTCSA JIMLO, pasrubaTeabHble IOBEPXHOCTU BEPXHUX
¥ HIKHUX KOHedHocTel. Hepenko yHunarepajbHOE
pacriojioiKeHre o4aros. [leppoHa4YalbHO Ha KOKE I10-
ABJIIIOTCA MHOTOYHMCJIEHHbIE MAJIMAPHBIE CEPOBAThIE
TaIyabl ¢ POroBBIM MIUIIMKOM B IieHTpe. ITocTeneHHO
namyJsabl YBEJIXYUBAIOTCA B padMepax 3a CUeT IIepU-
¢depudeckoro pocra U 06pas3yoT TUIUYHbIE OJIAIIKUA
CEepoBaTO-KOPUYHEBOI'O IIBETA C OKPYIJIBIMU, KOJIbIIE-
BUAHBIMHU, CEPIIOBUAHBIMU WU TUPIAHA000Pa3HBIMU
ouepTaHUAMMU. lleHTpasibHaA 4acTh OJIAIIKY CJIETKA 3a-
najzaeT, oTMedaercd ee ciabaa arpodusd. [1o nepude-
pHHU IMeeTCA POroBOM BaJIUK GypoBaTOrO I[BETA, BBICTY-
NarIuil Haj, IOBEPXHOCTBIO KOXKU B BUJe I'pebelka.
Pasmepbl 04aros BapbUpPYyIOT OT HECKOJIBKUX MUJUIMeE-
TPOB JI0 HECKOJIBKUX CAaHTUMETPOB B auamerpe. Cyob-
€KTHBHBIE OIIYIIE€HUsA, KaK IIPABUJIO, OTCYTCTBYIOT.



TTosepxHocmMHbBUT ducce MUHUPOBAHHBLL aKkmuHuue-
ckutl nopokepamo3s Pecnueu xapakTepru3yeTcss MHOMKE-
CTBEHHBIMM OYaramu IOPaKeHUs, Pa3BUBAIOIIIMIUCI
4qaiie B Bo3dpacTte crapiue 30 yeT. B geTrckom Bo3pacre
He Habmonaetcd. IIpeanonaraercsa IpoOBOIUPYIOMIAS
posb YO-061ydyeHusd B pa3BUTUM 3a00/1eBaHUA.

JIuHeapHblil Nopokepamo3 XapaKTepU3yeTcs JIU-
HEWHBbIM pacHoIOKEeHUEM TUIINYHBIX IIaILyJ Win 6i1d-
mniex. 3abosieBaHUe OOBIYHO PA3BUBAETCA C POKIACHUA
WIN B paHHEM JEeTCKOM Bo3pacTe. BBhIChIITaHUA MOTYT
6BITH OrPAaHUYEHHBIMU WJIN PACIPOCTPAHEHHBIMU C JIO-
Kajauaalel Booab JuHui bianmko. KinHudecku ata
¢dopma HallOMUHAET JUHEAPHBIM BEPPYKO3HBIN 2IIHU-
JIepMaJIbHBIA HEBYC, YTO IIpeAIojaraeT HEBOUJTHOE
HPOUCXOKIEHIE IepMaTOo3a.

ToueuHsblil nopokepamo3 HabIIoaeTcs peAKO, OTIN-
qaeTcsa MeJIKUMU JUd@Py3HbIMU KpacHOBATBIMU HAIly-
JIaMM, HAaIlIOMHUHAIOIIVIMI KOMeZOHBI. [TpenMyIecTBeH-
Has JIOKAJIN3AINA — KOKa ITaJIbLIeB, JIAJ0HEH U IT0/IOIIB.
3abosieBaHUE MOMKET UMETh BPOKICHHBIN XapaKkTep.

INopokepamo3 nadOHHO-NOOOWBEHHbIL HACIeayeT-
cd 110 ayTOCOMHO-JOMHUHAHTHOMY TUILy. 3abosieBaHUe
Ha4ynHaeTcd, Kak mpaBuio, B Bo3pacTte 20—30 seT. Xa-
PakTepu3yeTCs: KOPUYHEBO-KEJITBIMHU IAIyJIaMU ¢ Kpa-
TepoOOpa3HbIM YIJIyOJIeHHEeM B IEHTpPe, OKPYKEHHBIM
POTrOBBIM BJIMKOM. BBICHIITAHUSA JTOKAIM3YIOTCA BHAYaIe
Ha KOKe BHyTPEHHEHN TOBEPXHOCTH IPEIUIe YU, 1aJOHEN
U ITOJIOIIB, PACIIPOCTPAHAACE BIIOCJIEICTBUY HA TEUIEHYIO
HOBEPXHOCTH KUCTEH U CTOII, & TAKIKE HA TYJIOBUIIIE.

JyarsHo3 3a601eBaHUA YCTAaHABINBAETCA HA OCHOBA-
HUY KJIMHIYECKON KapTUHBI U JAaHHBIX Pe3yJIbTaTOB I'H-
CTOJIOTHYECKOI'0 HCCIeAOBAHUA. Y JleTell HabIoaloTCA
TOJIBKO KJIacCHYecKasl U JuHeapHast GOpMBbI IIOPOKEPATO-
3a. IIpu Bcex BapruaHTax IOPOKepaTO3a TUCTOJIOTHYEeCKas
KapTHHA CXOJHA 1 BeCbMa THUITMYHA. IIaTOrHOMOHUYHBIM
ABAeTcsa oOHapy:KeHNe IHIlepKepaTo3a 10 TUILy poro-
BHUJHOU IUIACTUHKHU, MPEJICTABIAIONIEH CO00M CTONOUK
U3 IIapaKepaTOTUYECKUX KJIETOK. 3EPHUCTBIM CJION IO,
CTOJICMKOM ITapaKePATOTUYECKUX KJIETOK OTCyTCTBYET,
MIUIIOBATHIN CJIOW aTpodupoBaH. PoroBas ruracTuHKaA
OOBIYHO PACIIONIO}KEHA B YCThE BEIBOJAHOI'O IIPOTOKA IOTO-
BOM KeJIe3bI MIN BOJIOCSHOTO (GOJUINKYJIA [6].

Hamu B oTaeneHuUun JeTcKoit gepmartosnoruu OI'y
«THIJ] PocmenrexHosoruii» Habaoganachk AeBOYKA,
2006 r. poxJaeHUsA, POAUTEIN KOTOPOU 0o6paTWINCh
¢ Jscanobamu Ha HaJIM4UMe Y Hee BBICHIIIaHUN Ha KOMKe
IIpaBbIX BepXHeM 1 HIKHEN KOHeYHOCTe .

PonuTenn 60JIbHOM OKOJIO IIOJIyTo/ia Ha3al, 3aMeTH-
JIU TIOSIBJIEHME BBICBIIIAHUM Ha KOKe IIPaBOU BepXHeU
U HIKHEN KoHe4yHocTel. B nexkabpe 2009 r. peGeHOK
KOHCYJIbTUPOBaH B HayyHOM LieHTpe 3J0pOBbA JAeTeH
PAMH, rze 65U1H IIOCTABJIEHBI ITPEIBAPUTEIbHbBIE JUa-
THO3BI: CKJIEPOAEPMHUA? CKIepoaTPoPUIEeCKUI JINXEH?
atonuyeckuii gepMmaTut? C Heablo yTOYHEHUA JUArHo-
3a poauTenu obpatwuiauck B 'ocyZlapcTBeHHBIN Hayd-
HBIA LHEHTP JIepPMaTOBEHEPOJIOTHH.

I[Ipu c6ope aHamMHe3a BBIACHEHO, YTO pPebGEHOK
OT mepBoli 6epeMeHHOCTH, IEPBLIX PoJIoB. bepemeH-

HABJIIOJAEHUE M3 TMPAKTHUEKN

HOCTB IIPOTEKaja ¢ TOKCUK030M B I TpuMecTpe. Macca
Tena npu posxaeHnu 3500 r, giouHa tena 51 cM. o roga
JIeBOYKA HaXOoJMJIach Ha €CTECTBEHHOM BCKapMJIMBa-
Huu. [IpuBuTa 110 Bo3pacry.

IlepeHeceHHsble 3a6oseBaHusa: OPBU, orut. Habiro-
JaeTca y HedpoJiora 1o HOBOAY XPOHUYECKOIO ITUEJIO0-
HedpHura.

HaciiencTBeHHBI aHAMHE3: y MaTepy OTMeYdasach
HENepeHOCUMOCTb IIeHUITWIINHOB, 6abyIika 1o MaTe-
PYHCKOMH JIMHUY CTPAaJIaeT IICOPUA30M.

Anneprojormdeckuii aHaMHe3: Y JI€BOUKH HMeEET-
¢ aeprus Ha 11e¢as3o0yIvH, IoJINBAJICHTHASA IUIeBas
ceHCHUOWIM3aysa (MUIIeBble KpacUTeI, KOHCEPBAHTHI).

IIpu ocMoOTpe: KOMKHBIN AaTOJIOTMYECKU IIporecc
UMeeT pacIpoCTPaHEHHBIN XapaKTep C IIOpaeHUueM
pasrubaTeabHOM IOBEPXHOCTH IIpaBoi BEpxXHel KOHed-
HOCTH U BHYTPE€HHEH IIOBEPXHOCTU IIpaBOM HMMKHEU
KOHeYHocTH. IIpeacTaBileH OTAEIbHBIMU OJIAINIKAMU
CepoBaTO-KOPUYHEBOTO IIBeTa, pa3amepom 7—10 M,
OKpYIJIBIX OYEePTAHUMN, HE CKJIOHHBIMU K CIUSHUIO,
C HEpe3KNMU rpaHuIiaMu. LleHTpasbHasa 9acTh OJIAIIeK
c mpu3HakaMmu atpoduu, IIagkasd, 6iaecTdinas, C Jer-
KHMM 3alajieHueM U genurMeHTtanueii. [lo nepudepuu
pacnosaraeTca y3KUi, IPUNOAHATHIN HaJ, IIOBEPXHO-
CTBIO HEM3MEHEHHOU KOKU I'IIepKepaTOTUYECKU 000-
ok (puc. 1). ITppuaaTKU KOKU ¥ BUAUMBIE CIN3UCThIE
UHTAKTHBI. CyG'beKTUBHBIX OIIyIIIeHUH HeT.

IIpeaBapuTeabHBIN AUArHO3: IIOpoKepaTo3 Muber-
au. C 11ey1blo YTOYHEHUS AMarHo3a IIpou3BeieHa Jua-
THOCTHUYEeCKasd OMOIICHA odyara BBICBIIAHUN Ha KOMKe
BHyTPEHHEN ITI0BEPXHOCTH IIpaBoro 6eapa.

Pe3synsmamst sucmonioeuuecko2o ucciedosaHust.
SnuaepMuc 00BIYHOU TOJIIIUHEI, cjIou Iu¢depeHIIPO-
BaHbl. OUaroBasi BaKyoJIbHasA JUCTPO(dUA 6a3aIbHBIX
KepaTUHOIUTOB. B yriay6ineHusax snuiepmuca obHa-
PY:KUBAIOTCA POrOBUAHbBIE IVITACTUHKY B BHUJE ITapaKe-
PATOTUYECKUX CTOJIOMKOB, IO KOTOPBIMU 3€ PHUCTBIN
CJIOM MCTOHYEH WM OTCYTCTBYeT. BOKpyT cocyzioB co-
COYKOBOU JIepMbI ciiabast MHQWIbTPAIUA U3 TUCTUOIU-
TOB U muMdonuToB. KonnareHoBble BOJIOKHA OOBIYHOMU
TOJIIIUHEL. ITpH AOMIOIHUTEIBLHOM OKpacke 1o Belrepty
3JIaCTUYHBIE BOJIOKHA — 6€3 IIPU3HAKOB IIaTOJ0Tu4Ye-
CKUX U3MeHeHU! (puc. 2).

3axIo4yeHue: BbIABIE€HHbIE U3MEHEHUA MOTYT Ha-
6r0aThCA IIPU ITIOpOKepaTo3e Mubesiu.

B neTckoM Bo3pacTe BCTPEYAIOTCA KIACCHUYECKUH
nopokepato3d MuGe/uti U JUHeapHBIA ITOPOKepPaTos.
YHunatepaIbHOe PaCIoIoKEHIE 09aroB, HaGIIoaaBIIIe-
ecsl B IpUBEJEHHOM CiIydae, MOMKET CBHACTEIECTBOBATD
B 107163y HocJiefHeN popMBl. B TO e BpeMs BbIChIIIaHUA
IIpU JTUHEApHOM IOPOKepPaTo3e YacTO ObIBAIOT KJIMHU-
YeCKH CXOJIHBI C JUHENHBIM BEPPYKO3HBIM 3ITHIepPMalb-
HBIM HeBycoM. Ho IOCKoJIBKY y HaOroiaBIIericas HaMu
60JIBHOM MMEJINCh MHOKECTBEHHbIE O49ary BbICHIITAHUN
6e3 BbIpaKeHHOM! JIMHEHHOCTH, a KIMHUYeCKHe 1 TUCTO-
JIOTMYeCcKUe IIPU3HAKU 3HAa4YUTEILHOr0O I'UIlepKepaTo3a
OTCYTCTBOB&JIH, JAHHOU ITAIlEeHTKe ObUI IOCTAaBJIEH JIH-
arHo3 KJIACCUYECKOIo IIOpoKepaTo3a Mubesuim.
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Puc. 1. Kaaccuyeckas chopma nopokeparoza Mubeaan, yHMAaTepaAbHOE PACMOAOKEHME OHAroB Ha HKHe KoHewHocTu (a). Owar no-

pokepaTo3a Ha BHYTpeHHeli MOBepPXHOCTU npasoro Geapa (6)

B HacTodlee BpeMsd JUIA Je4eHUA IIOpPOKepaTo3a
Mubesy IPpUMEHSIOT CUCTEMHBIE DPETUHOUABI, HAPY K-
HYIO MEAVKAMEHTO3HYIO TEPAIIHIO, BKIIOYAIOIIYI0 KPEM
¢ 5-duryoypanuioM, UMUKBUMO/,, TOIMYECKUE KOPTH-
KOCTEPOHU/IHBIE CPE/ICTBA, CATTUIIUIOBYIO KUCIOTY, BHY-
TPHUOYATOBOE BBeICHE KOPTUKOCTEPOUAHBIX IIperapa-
TOB, & TAKKe IeCTPYKTUBHBIE METO/bI — KPUOTEPAIIHIO,
3KCHM3UIo, AepMabpasuto [5, 7—9]. B To e BpeMA cy-
IIECTBYIOIIMEe METOABI Tepanuu 061aaoT HEBBICOKOM
3¢ PEKTUBHOCTEBIO, YaCTO COITPOBOMKAAIOTCA PA3BUTUEM
HeKeIaTeIbHbIX ABJIEHUN. YUUThIBad AETCKUM BO3pacT
MMalMEHTKH, a TaK#Ke BEPOATHOCTb CAaMOIIPOM3BOIBLHOIO
perpecca BBICBIITaHUN, HaMM ObLJI0O PEKOMEHI0OBAHO Ha-
6ro/ieHe 60JIbBHOM paliloOHHBIM I€pMaToJIOrOM, IPUEM
BHYTDPB 3,44% pacTBOopa peThHoJa anerara 1mo 20 000
ME 1 pa3s B ieHb B Te4eHME 1 Mec., IPUMEHEHNE KOPOT-
KMMH KypCcaMHt TOIIMYECKUX KOPTHUKOCTEPOUAHBIX Ma-
3eH 1 Hapy*KHBIX CPEJICTB, COAEPIKAIINX CAIUIIIIOBYIO
KHCJIOTY WJIM MO4YeBUHY. KpoMme Toro, maryeHTKe peKo-
MEeHJ0BAaHO OrpaHUYeHNe NHCOIANNY, UCIIOIb30BaHIe
B JIETHUI Ilepuoj, JeTCKUX (POTO3AIMUTHBIX CPEICTB
€ BBICOKUM (PaKTOPOM 3AIUTHI.

TakuMm o6pa3oM, NopoKkepaTo3 Mubesn npeacTaB-
JseT co60ol CpaBHUTEJBHO PEIKUM HacjeICTBEHHBIN
JlepMaTo3, JUAaTHOCTUKA KOTOPOr'0 HEPEJIKO BBI3BIBAET
CJIO¥KHOCTHU y IpaKTUYeCKUX Bpadel. IIpecTaBaeHHBIN
KJIWMHUYECKUH cIydail CBUAETEIbCTBYET O BAXKHOM 3HA-
4YeHUU B BepupUKaIUU JUArH03a He TOJIBKO KJINHUYe-
CKOU KapTUHBI, HO ¥ TUCTOJIOTUYECKOI'0 UCCJIEJ0BAHUA
HOpaKeHHOU KOMKU.
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