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Pesrome. B cTaTbe OCBEIICHBI CBEICHU S O KEPATOICPMHUSIX — FETEPOTEHHOI TPYIITIe COCTOSTHU I, XapaKTepU3YIOLINXCSl aHOMATbHbIM
YTOJIIIIEHUEM KOXH JTafoHel U TTOHoNIB. TpaAuIIMOHHO BBIACISIOT IPUOOPETEHHBIE U HACIeACTBeHHBIE (GOpMBl. B KiTMHMYeCcKoit
MpakTuKe HanboJjee YacTo BCTpeyaeTcs TUTepKepaTo3 JIaloHel U MOJOIIB KaK OJHO U3 TIPOSIBJIEHN I TIcopra3a, 3K3eMbl, IepMaTo-
MUKO30B ¥ MHOTUX JIpyTUX 3aboieBanHuii. K pa3BuTuio rumnepkepaTosa JiaJoHe 1 MOIOIIB MOTYT TaKXKe TPUBECTH MEXaHMIeCKUe
U TOKCHYecKre HakTopsl (B TOM YKCIIe TPUeM JeKapCTBEHHBIX MPeNapaToB), MOCTYIUICHNE C MUIIeH TOKCUYECKHMX BEIIeCTB, MPHU-
BOISIINX K U3BMEHEHUSIM CIIU3UCTON KUIIEYHUKA, COBPEMEHHBIE TPEOGOBaHMST MOIIBI M KPACOTHI MOTYT CITOCOOCTBOBATH Pa3BUTUIO
MHOXECTBEHHOTO feUIIMTa BATAMUHOB. 3HAYUTEIBHO PEXEe BCTPEUAIOTCS HACAeICTBEHHbIE (POPMbI KEPATOACPMUIL, SIBISIOIIMECS
CaMOCTOSITEIbHBIMU 32001eBaHUsIMU. PaHHee Hauasio U ceMeiHbIi aHaMHEe3 NTPEIoJaraloT FeHeTHYEeCKY 10 TPUPOIY KEPaTOAEPMUN.
OTIMYUTETbHBIMU OCOOCHHOCTSMU HACICACTBEHHBIX (DOPM CIIYKaT XapaKTep HacleNOBaHUs, CTEIIEHb MMOPaXXEHU sl SIUACPMHUCA,
HaJINYMe/OTCYTCTBUE PACIIPOCTPAHEHU s 0YaroB 3a MPee/ibl KOX U JIaIOHe U IMOIOIIB, COMYTCTBYOIIAs MaToNorusl. B ocHOBe pas-
BUTUSI HACJIENCTBEHHBIX (DOPM JIeKaT MyTallMU Pa3JIMYHbBIX TEHOB, KOIAMPYIOIIUX OeKU (HanpuMep, KepaTuH, 1eCMOCOMBbI, JIOPHU-
KpUH, KarerncuH C, 6eJIKU 1IeJIeBbIX KOHTAKTOB), KOTOPbIe TPUHUMAIOT YYacTHe B Mpoliecce KepaTuHu3auuu. HacieacTBeHHbIe
JIAJOHHO-TTOJIOIIBEHHbIE KEPATOAEPMU U UMEIOT OOJIBIIYI0 TCHETUYECKYIO U (PEHOTUTTMYECKY 0 HEOTHOPOIHOCTD, BCICACTBUE YETO
MMOCTAHOBKA TOYHOTO IMarHO3a Ha OCHOBE OJHUX JIMIIb KJIMHUYECKUX MTPOSIBJICHU 1, KOT/Ia HET BO3MOXKHOCTH BBITTOJIHUTH MOJIEKY-
JIIPHO-TeHETUYeCKOe UCCIIe0OBaHMe, SIBJISIETCS] BeChMa CJIOXKHOI 3anaueil. biraromapst ceKBeHMPOBAHUIO HOBOTO TTOKOJIEHU ST OBIIT
MOCTUTHYT 3HAYUTEJbHBIN ITporpecc B paciindpoBKe TeHeTUIeCKO OCHOBHI KepaTonepMuii. B taHHOM 0030pe paccMOTpPEHBI MaTo-
reHeTUYeCcKHe, KIMHUYeCKre, TMarHOCTUIeCcKe 0cCo0eHHOCTU TUddY3HBIX (hOpM KepaToaepMUil, BADUAHTHI CUMITTOMATHYeCKOI
Teparuu, yIUTHIBas TOPITUIHOCTh U Pe3UCTEHTHOCTh IATOJIOrMYeCKOTo IIpoliecca.
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Abstract. The article covers information about keratodermia, a heterogeneous group of conditions characterized by abnormal thickening of
the skin of the palms and soles. Traditionally, acquired and hereditary forms are distinguished. In clinical practice, the most common hyper-
keratosis of the palms and soles, as one of the manifestations of psoriasis, eczema, dermatomycosis and many other diseases. Mechanical and
toxic factors (including taking medications), intake of toxic substances with food that lead to changes in the intestinal mucosa can also lead
to the development of hyperkeratosis of the palms and soles, modern fashion and beauty requirements can contribute to the development of
multiple vitamin deficiencies. Much less common are hereditary forms of keratoderma, which are independent diseases. Early onset, the pres-
ence of a positive family history suggest a genetic nature. The distinctive features of hereditary forms are the nature of inheritance, the degree
of damage to the epidermis, the presence/absence of the spread of foci beyond the skin of the palms and soles, and concomitant pathology.
The development of hereditary forms is based on mutations of various genes encoding proteins (for example, keratin, desmosomes, loricrin,
cathepsin C, gap junction proteins), which are involved in the process of keratinization. Hereditary palmoplantar keratoderma has a large
genetic and phenotypic heterogeneity, as a result of which making an accurate diagnosis based on clinical manifestations alone, when it is not
possible to perform molecular genetic research, is a very difficult task. Thanks to the next-generation sequencing, significant progress has
been made in deciphering the genetic basis of keratoderms. This review examines the pathogenetic, clinical, and diagnostic features of dif-
fuse forms of keratoderma, and options for symptomatic therapy, taking into account the torpidity and resistance of the pathological process.
Keywords: keratodermia, hereditary dermatoses, diagnosis, therapy.
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epaTolnepMHUM — TreTeporeHHas rpyIia 3aboJeBaHu,

XapaKTepHU3yIoasacs CTOMKNUM YTOJIICHUEM SITUICPM -

ca KOXM JlagoHel 1 mogomB. [Tociae uXTrno3udopMHBIX

MOopaXXeHU I KOXY KepaTOACPMHUH 3aHUMAIOT BTOPOE
MeCTO B 00IIIell CTPYKTYpe reHoIepMaTo30B. 3aboieBaHMe Yalie
BCTpeUaeTCsl Y KEeHIIWH, HAaCJIeICTBEHHAS OTSTOIIEHHOCTD KOJie0-
snetcs ot 1:1000 go 1:4000-9000 [1]. BeraeasiioT HacaenCTBEHHbIE
U IMIPUOOPETEHHbIE JIaJJIOHHO-TIOJOIIBEHHbIE KEPATOAEPMUU.
B kiiMHMYecKo mpakTUKe yallle BCero BCTpevaloTces puoope-
TEHHbIE (POPMBI ITPU TICOpUa3e, KPaCHOM IJIOCKOM JIMIIae, MUTH-
purase, KpaCHOM BOJIOCSTHOM OTpyOeBUAHOM (00Je3HU [leBepxkn),
9K3eMe, UXTHO3€e, IePMAaTOMUKO3aX, 3JI0KaYeCTBEHHBIX HOBOOO-
pa30BaHUSIX U psAJie APYTUX 3a00eBaHmii. B psine ciayvaeB npu-
COEIMHSIETCS MaTOJIOTMYECKast CyXOCTh KOXKM (Yallle Y KeHIIMH),
HEPEIKO KepaToACPMUU UMEIOT TEHETUUECKOE TTPOUCXOXKICHIE
[2]. TakXe K pa3BUTHIO TUTIEPKEPATO3a JIAIOHE 1 ITOIOIIB MOTYT
MPUBECTU MEXaHUYECKUE ¥ TOKCMYeCKKE (DaKTOPBI (B TOM YHCIIe
MpHEeM JIEKapCTBEHHBIX ITPenapaToB), MOCTYIIJICHUE ¢ TATIEH
TOKCUYECKUX BEIIECTB, MPUBOASIINX K U3MEHEHUSIM CIIU3U-
CTOI KMIIIEYHN KA, COBPEMEHHbIE TPEOOBAHMS MOJBI M KPACOTHI
MOTYT CHOCOOCTBOBATh PA3BUTUIO MHOXECTBEHHOTO Ae(UIIN-
Ta BATAMUHOB, BO3MOXHBbI M MHbIE TTOBPEX Natolne PaKTOpbl
|3, 4]. Uck104MB BEpOSITHOCTDH Pa3BUTHUS NMTPUOOPETEHHOM
GOopMBbI, HEOOXOAMMO 3ayMAThCsl O HACJIEACTBEHHOI.

B Hacrosiiee BpeMst onucaHo 6oiiee 20 pa3aM4YHBIX BUIOB
KepaTodepMUi, IBIISTIONINXCS CAMOCTOSITEIbHBIMU 3a00JIeBa-
HusgMH [3]. B ocHOBe pa3BUTUSA HACIEACTBEHHBIX (DOPM JIeKaT
MYTallMU Pa3IMYHBIX TEHOB, KOOAMPYIOIIUX OCJIKK (Hampumep,
KepaTHH, IeCMOCOMBI, IOPUKPUH, KaTenicuH C, OeJIKHU IIeIeBbIX
KOHTAKTOB), KOTOPbIE MPUHUMAIOT YYacTHe B TIPOIecce KepaTu-
HU3auuu [J].

BapuaHThl MyTalnit 06ycIaBIMBaOT KIMHUIECKU I TTOJTUMOP-
GusM. Paa kepatoaepMuii xapaKTepu3yeTcst JINIIb OTpaHUYeH-
HBIM MOpakeHUeM KOXMU JaJ0Hei 1 MOJOIIB, B TO BpEMS KaK MpHu
IPYTUX TUMaX HaOJI0Aa0TCsl FTeHepaau30BaHHbIE HapYILIEHU ST
KepaTuHu3auuu. [TaTomornyeckumM MUBMEHEHUSIM MOTYT MO/~
BEpraTbcs MPUAATKHM KOXHU (HOITU U BOJIOCHI), 3yObl, BO3MOXKXHA
noTepsi cliyxa, opakeHue I1a3, pa3BUTHE KapAUOMUOIIaTU U,
3JI0Ka4eCTBEHHBIX HOBOOOpa3oBaHuii [6]. BeciencTBue XpoHu-
YECKOIo POrpeIMeHTHOTO TEUCHH S Y MTALIMEHTOB (POPMUPYETCST
(GU3NYECKUI U TICMXO3MOIIMOHAIBbHBII IMCKOMDOPT.

HaciencTBeHHBIE JITaTOHHO-MTOAOIIBEHHBIC KepaTOIepPMUN
WMEIOT OOJIBIIYIO0 TEHETUYECKYI0 U (PEHOTUTIMYECKYIO HEOTHO-
POIHOCTB, BCJENCTBHE YeTO MOCTaHOBKA TOYHOTO TMarHo3a
Ha OCHOBE OIHUX JIMIIb KIWHUUECKUX TTPOSIBICHMIA, KOTIa HET
BO3MOXXHOCTH BBITIOJIHUTb MOJIEKYJISIDHO-T€HETUYECKOE UCCTIEe0-
BaHMUe, SIBJISIETCS BECbMa CJIOXKHOIM 3a1aueii 1151 KTMHUIIUCTOB [5].

CeKkBEHMPOBaHME HOBOT'O IMOKOJEHHU I TOMOTJI0 OOHAPY XU Th
TeHbl, HEeM3BECTHBIC paHee. BhIsIcCHEHME MEXaHU3MOB Pa3BUTH S
3a00J1eBaHM s OTKPBIBA€T HOBbIE BOBMOXXHOCTH AJIsI pa3paboTKu
aJIbTePHATUBHBIX METOMIOB JICUEHU ST, BCE OOJIbIIIE BHI3bIBASI MHTE-
pec K JaHHOU naTtojornu. HoBble OTKPBITUS CTaM MPEATOCHLI-
KOU K peKJaccuGuKaud HEKOTOPHIX JIAJOHHO-TIOJOIIBEHHBIX
KepaToaepMUil, KOTOPBIC YUYUTHIBAIOT HE TOJBKO KIIMHUYECCKIE
0COOEHHOCTH, HO U MOJIEKYJISIPHYIO OCHOBY.

Kepamodepmusi Yunot — Tocma (Unna — Thost palmoplantar
keratoderma) HacyienyeTcst 1o ayTOCOMHO-AOMUHAHTHOMY TUITY
W SIBJISIETCST HauboJiee pacipoCcTpaHeHHOM HAaCIeCTBEHHOM
KepaTtoaepMueii ¢ yactoroit pazputus 1:100 000 [6]. OrmucaHbI
myTauuu B reie KRT9, pacnonoxkeHHOM Ha XxpoMocome 17q12-21,
KOTOpbIe 00yclIaBJMBAIOT TsIKeNblii anmuaepmonus. l'en KRT9
crieliM(pUuYeH TOJIBKO IJIs KOXHU JadOHEH U TOAOIIB, TO3TOMY
NaTOJOTUYECKUI MTPOLIECC NPU JTaHHOW KepaTOAePMUU HE pac-
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MPOCTpPaHSeTCs 32 IMpeaesbl TaJOHHO-TOAOIIBEHHOW 00J1acTH.
Pexxe oOHapyxuBaetcs myTauus B reHe KRT, mpu 9TOM siBJIe-
HUS SMTUIEPMOJIN3a MUHUMAJBHBI TUO0 OTCYTCTBYIOT COBCEM.
Cuuraercs, YTO HapyIIeHUE IIeIOCTHOCTHU IMTPOMEXKYTOUHBIX
unaMeHTOB B pe3ybTaTe 3TUX MYTaIIUil yMEHBIIAET yCTOUI -
BOCTb IIMTOCKEJIeTa K HE3HAUYMTEJIbHOW BHEITHEW TpaBMe, 4YTO
IIPUBOIUT K 00pa30BaHUIO IMy3bIpeii, TUIIEpKepaTo3y, a TaKXKe
K MU AEPMOJIU3Y.

B 2002 r. KiocTep u apyrue uccieaoBaTen 0OHAPY KWW ST~
NEPMOJIUTUYECKU I TUTIEPKEePATO3 MO JAHHBIM TMCTOJIOTU U, YTO
XapaKTepHO AJIsl AU AePMOIUTUYECKON KepaTonepmun BepHepa
[7]. TeHeTYecKOE TeCTUPOBAHME BBISIBUIO MyTalinio p. R162W
B KRT9 B UCXOOHOM ceMelicTBe, OTMEUEHHYI0 YHHOIM 1 TocToMm,
u myTanuto p. N1601 8 KRT9 B ucxomHOM ceMelicTBe, OTMEUEHHY 0
Bepuepom. O6e MmyTaniuu ObLIN PACTIONOKEHBI Ha OMHOM CETMEHTE
coli-14 B Hauane moMeHa LeHTpabHOTO cTepXHs KRTY. CornacHo
TAaHHOMY OTKPBITHIO CTAJIO OYEBUTHO, YTO TAaHHBIE KEPATONEPMUM
SBJISIIOTCS OTHUM U TeM ke Tunow [8]. KnuHuuecku Takoit Tum
KepaToIepMUM XapaKTepU3yeTcsl U30BITOYHBIM OPOTOBEHUEM
KOXW JIaJOHE 1 TTOIOMIB, TIPX 3TOM He HabJlo1aeTcs Iepexo-
Jla Ha 1pyrue objacTu. Y AeTeil Ha MEPBOM T'OAY XXKU3HU MOXHO
3aMETUTh JIETKOe YTOJILIEH ST KOXHU, 1ajiee OTMeUaeTcsl MocTe-
MeHHOe HapacTaHue Tunepkeparosa. Kak npasuio, K 4-5 rogam
MaTOJIOTMYECKU A MPOLIeCC TPUOOPETAET BUM IPYOBIX, TOJCTHIX
TUTEPKEPATOTUYECKUX HACTOCHU N KEJITOr0 1IBETa, C Pe3KO
OrpaHUYEHHBIM KPaeM, OKPYKEeH IPUTEMATO3HBIM BEHUYUKOM
mupuHoit 1-3 mum. [Ipotiecc compoBoxkaaeTcs TITyOOKUMY TPEIIn-
HaMu, 00JIE3HEHHOCTHIO, JIOKAJTbHBIM TUTIEPTUAPO30M, HEPEIKO
MosiBJieHUeM my3bipei [1].

Psim aBTOPOB BHISIBUIIM PEHTTEHOJOTUYECKYI0 KAPTUHY OCTE0-
rmopo3a u arpoduu GajiaHr, HaJIMIre TOABBIBUXOB U feDOopMU-
pylollero apTpo3a Mex@ajaaHroOBbIX CYCTaBOB KUCTeM U cTor [5].
HorTu 06b19HO MoaBepraloTcs He3HAYMTETbHBIM U3MEHEHUSIM,
MOTYT UMETh AedopMaLninio B hopme ecouHbix yacos. YacTto
BCTPEYaIOTCsl TPUOKOBBIE CyNepUHMEKIIUU.

[1pu ructonornyeckoM uccaenoBaHUU BbISIBASETCS SMUIEPMO-
JIUTUYECKU I TUTIepKepaTo3 (AKaHTOKEPATOIU3KC U IeTeHepaliust
rpaHyJIsIpHOTO cJos) [3].

Kepamooepmusa Meaeda (6one3nb ocTpoBa Menena (MieTa),
aKpoKepaToMa BpOXIEHHAs TPOTPecCupyroliasi, HaCIeCTBeH-
Has TIPeXOsIIast JaJOHHO-TIOIONIBEHHAsI KepaTolepMus, Kepa-
TO3 HACJIEICTBEHHBIN TPAHCTPEIUEHTHBIN U TPOTPEeTUeHTHBIIN)
SABJIsIETCS penKoi popMoii KepaToaepMuii ¢ mpeamnoaaraeMoi
pacrnipoctpaHeHHocTbhIO 1:100 000 [9]. BonblMHCTBO cllyyaeB
ITPOMCXOIMT B PONCTBEHHBIX KJIaHAX, 9TO CEMbU U3 XOpBaTUH,
Anxupa, U3paunsg u TyHuca. 3abosieBaHUEe paclpoCTpaHEHO
1o BCEMY MUDY, 0OCOOEHHO B pErMOoHaXx, KOTOPbIE HUCTOpUYE-
CKM OBLIM TOPTOBBIMU NMYTIMU JlyOpOBHULIKOM pecryOnuKHU.
MyTanus pacnpocTpaHUIach B pe3yibTaTe MUTPAIlUU U COXpa-
HUJIACh TOJBKO MTOTOMY, UTO OHA HE CMEepTeJbHA U HE BIAUSIET
Ha Bocnpou3BoacTBo moTtoMcTBa [10]. BriepBbie 0 taHHOM
3a00JIeBAHUY CTAJIO U3BECTHO OT JyOPOBHUIIKOTO Bpaua JIyku
Crynnu (Ctyanua), KOTOPBIH OTIKCAI eTO B UTAJbIHCKOM XKypHa-
ne Antologia B 1826 . OH HaOJI01aJ1 KEPATOJICPMHUIO Y Psijia CBOMX
OCTPOBHBIX MAIIMUEHTOB, OXapaKTepru30BaJl ee KaK «HeHATypab-
HYIO CTPYKTYpPY KoxXn». HezapazHoe HaceICTBEHHOE KOXHOE
3a0o0jeBaHue Obl10 Ha3BaHO mal de Meleda (MyieTckast 60Jie3Hb)
B UeCTh ocTpoBa Meinena (MieT) B AipuaTuyecKoM MoOpe.
OCTpOB COTHM JIET UCIOJIB30BAJICS KaK U30JISITOP IJIs1 OOTBHBIX
YyMOM U JIENIPOI, YTO CIIOCOOCTBOBAJIO CO3IaHUIO YCIOBUIA AJIsT
KpoBHOro pozactsa [11].

bonesub octpoBa Menena xapakTepu3yeTcst ayTOCOMHO-peLec-
CUBHBIM TUTIOM HaclenoBaHus. KepaTonepmus odbycioBiaeHa
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OrasIeIbHBIMU MYTallUSIMU B A RS-TeHe (pacIiofioXeH Ha Xpo-
MocoMe 8q24.3), konupytoiieM rmpotend SLURPI (cexpeTupy-
eMblii 6estok Ly-6/PLAUR 1) [3]. Tern SLURPI nokanusyercs B
3EPHUCTOM CJIOE AMUACPMIUCA U BHITIOTHSIET POJIb TPOATITOTHYC-
ckoro 0enka. AppeloH/10 U Apyrue nokasaiu, yto 6esok SLURpl
CBSI3bIBAETCSI Yepe3 HUKOTWHOBBIE PEIENTOPHI alle TUIXOJMHA
C KEPAaTUHOIMTAMU U IPUBOIMUT K YMEHBIIIEHUIO KOJIMUECTBa
9TUX KJeToK. COOTBETCTBEHHO, MyTallMsl TeHa, KOAUPYIOLIEro
NIaHHbI O6eJIOK NpU KepatoaepMuu Mesena, NpuBOAUT K Hapy-
LIEHUIO0 ero QYHKIKUU, PETYISIIMS alloNTo3a KepaTUuHOLIUTOB
MEHSsIeTCs, M BOBHUKAET rumnepkeparol. Hanmuue xpoHuyue-
CKOT'0 BOCIaJIUTEIbHOTO MH(PUIBTPAaTa MOKHO OOBSICHUTD €11
onHoii dyuknueit 6enka SLURPI1. Cuuraercs, 4To OH MHTU-
OMpyeT BEICBOOOXAeHUE MaKpodaraMu 1 KepaTUHOLIUTAaMH
(dakTopa HeKkpo3a onyxoau anbda (PHO-a). M3-3a oTcyTcTBUS
dyukumnonamrbHoro 6enka SLURPI nponecc He peryaupyeTcs
MOJIKHBIM 06pa3oM. BeicBoboxnenne ®HO-a B antmaepmuce
B KOHEUHOM UTOT€ TPUBOMUT K XeMOTAKCUCY IEeHIPUTHBIX KJIe-
TOK M KJIETOK MaMsITH, MOAAepKMBalouX BocnajaeHue [11].
KnuHuyeckue mpu3Haku, Kak MpaBUJI0, BKIIOYAIOT IBYCTO-
POHHIOIO JIATOHHO-TIOJOIIBEHH Y0 KepaTOAEepPMU IO, Pa3BUTUE
nud@y3Horo runepkeparosa B popme nepyaTok M HOCKOB
C PEe3KMMU I'PaHUIIAMHU U KEJIThIM OTTeHKOM. Hauano 6one3Hu
XapaKTEepU3yeTCs NOSIBJICHUEM CTOMKOU SPUTEMBI C 1LIEJIyIIe-
HMEM KOXMU JIaIOHE| 1 TTOA0IIB, KaK MPaBUJI0, B pAHHEM JET-
ckoMm Bo3pacTe. Jlanee, 00b19HO K 15-20 rogam, Habm0maeTCs
yCUJIEHHE OPOroBeHU . XapaKTepPHBI YUaCTKH XKEJITO-KOPUYI-
HEBOIO TUIlepKepaTo3a, KOTOPbhIe C BO3PACTOM MEPEXOAST
Ha TBUJIbHYIO MOBEPXHOCTh KUCTEU U CTOII, 001aCTh JOKTEBBIX
U KOJIEHHBIX cycTaBoB. Kpast ouara mopaskeHu st ouepueHbI Kaii-
MO ¢ (PUOJIETOBBIM OTTEHKOM, IMUPHUHA KOTOPOI COCTABIISIET
HECKOJIbKO MUJIJIMMETPOB. BbIpakeH JTOKaIbHBII TUTIEPTUI-
pO3, B pe3yJbTaTe 4Yero MNOBepXHOCTh MOPAaXKEHHBIX YYaCTKOB
CTAHOBMTCS CJIeTKa BJIAXXHOM, C YepHbIMU TOUKaMU (BbIBOJI-
HbIe MPOTOKMU MOTOBBIX Xeje3). B mepuopanbHoii obacTu
HabJI0AAI0TCs CTOMKAag Mmeaylalasics aputeMa, HeOoJiblast
nHuabTpanusa. KepatomepMus 4acTo CONPOBOXKIAETCS AUC-
Tpodueil Horteit (KOMJIOHUXM S, MOTHOTTEBOI TMIIEPKEPATO3,
MmoriepeyHasi UJu NpoaobHas UCYePUYSHHOCTD, BIABJICHUS,
OHUXOTpu(03), XapaKTePHBI coueTaHUs 00JIE3HU OCTpPOBa
Menena ¢ aTonueii, BO3MOXHO IMMPUCOSINHEHNE OaKTeprualib-
HOU 1 TprOKOBOI MHGpEKINNU. B HEKOTOPHIX CiTydasiX KepaTo3
coveTaeTcsl C yMCTBEHHBIM MJIW (GU3NIECKUM HETOPa3BUTHEM,
y OTZIEJIbHBIX OOJTBHBIX HaOMI0aTNCh NU3MEHEHU S Ha 3JIEKTPO-
sHuedanorpamMmme [9]. F'MCTONOrMYECKU B MU PMUCE BBISIBISIOT
TUIepPKepPaTo3, MHOIIA aKaHTO3 6€3 MPU3HAKOB MU AEPMOIU-
3a. MoxeT HabJIlogaThesl mapakepaTos, ObIJIM ONUMCAaHbI Cllydyanu
C XapaKTepHOI KapTHUHOI TUIeprpaHyJyie3a. B cocoukoBom cioe
JIepMBbI — HEOOJIbIION XPOHUUECKU A BOCTIAIUTEIbHbI MH(PUITb-
TpaT U3 TUMGOLUUTOB ¥ TUCTUOLUTOB [11].

Cunopom Ilanuiiona — Jlegheépa (1amOHHO-TTOAOIIBEHHBI i1
TUTIEPKePaTo3 ¢ IEPUOIOHTUTOM) — pelKoe 3aboieBaHue, BIIep-
BbIe onrcaHHoe B 1924 1. CunTtaeTcs, YTO CHHAPOM TTOpakaeT
OT OJTHOTO JIO YeThIpeX YeJIOBeK Ha MUJUIMOH [12]. Hacnenyercs
10 ayTOCOMHO-pernieccuBHoMy Tuny. CunapoM I[lanunitona —
JledbeBpa obycnoBieH mytanusamu reHa CTSC (pacriojioxkeH Ha
xpomocome 11ql4.2), konupyroiiero karerncuH C (TakKe U3BecT-
HbIM Kak gunentuauanentuaasa l). CTSC npeacrapisieT codoit
OJIMTOMEPHYI0 JIM30COMAJIbHY IO LIMCTEMHOBY IO IIPOTEa3y, KOTopast
UTrpaeT BaXXHYIO POJIb B aNuaepMalibHON 1uddepeHInpoBKe,
a TaK>Xe aKTHBAlLlMU CEPUH-TIPOTEa3, BhIpabaThiBaeMbIX KJIETKAMU
MUMMYHHOM cucTeMbl. MyTauuu reHa CTSC npuBoasT K IMpakK-
TUYECKU TTOJIHOM MMOoTepe aKTUBHOCTH KaTericuHa C, KoTopas,
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10 BCeil BUAUMOCTH, IBIISIETCS IPUIYNHON BOCITIPUMMYNBOCTH
K OTIpeleJIeHHBIM BUPYJICHTHBIM Bo30yauTeasiM. Coob611anoch
O IPYTUX KJIETOYHBIX HAPYIICHUSIX (BKJIIOUAST OKUCIUTEIb-
HBI cTpecc ¢ HapylIeHUeM aHTHOKCUIAHTHOM aKTUBHOCTH),
XapaKTepU3yIOIIMXCsl aHOMaJIbHO BBICOKUMU YPOBHSIMU TUIPO-
MepokcuIa U u3MeHeHHBIM conepxkanuem CoQ u ButamuHa E.
Kpowme Toro, cHukaeTcss aHTUMUKPOOHAsI aKTUBHOCTh HEUTPO-
¢uoB. [TepuogoHTUT 00YCIOBJIEH COBOKYITHOCTbHIO (DAaKTOPOB,
TaKMX KaK CBOOOJHbIEC pauKajbl, aKTUBHbIE (POPMBI KMCIOPOIA
1 MUTOXOHIpUaibHas nucyHkuus [9]. PazsuBaercs B Bo3pacte
oT 1 10 4 neT, Mpu 3TOM MPOSIBJICHU I, KaK ITPaBUJI0, CUJIbHEE Ha
KOXe TOOIIB, YeM Ha JIafoHsIX. HaunHaeTcs ¢ aputemsbl, najee
pa3BMBaeTCs TUIEPKepaTo3, KOTOPBII HOCUT UM GY3HBIN Xapak-
Tep. B manbHeliemM oyaru rurnepKeparosa rnepexonsiT TpaHCTpeau-
C€HTHO Ha ThUJI KUCTEH 1 ¢TOI. Ha TOKTSIX 1 KOJICHSIX MOSBIISIIOTCS
oyaru, HarlOMUHaIIIMe ncoprasu@opmHbie a1eMeHTH. Hapsamy
C TopakeHUEeM KOXU pa3BUBaeTCSI BBIPAaXXEHHBIM THHTUBUT,
OH C OOJTBIIION CKOPOCTHIO MTPOTPECCUPYET, TIEPEXOTUT B TAPOIOH-
THUT, KOTOPBIX COMTPOBOXIAETCS IM3UCOM KOCTEI aTbBEOJISIPHBIX
OTPOCTKOB, IPUBOIUT K MPEXKAeBPEMEHHOMN MOTEPEe MOJTOYHBIX
3y60B. Ha ¢hoHe nmepeoxsakaeHusi, BO BpeMs pa3BUTUS OCTPO-
ro NMapoJOHTHUTa HACTyMaeT 000CTpeHME KOXKHOTO Mpoliecca.
OTMeYeHO HECKOJIbKO ciiydaeB cuHapoma I[lanuitona — Jledenpa
C HEOCTPBIM MAapPOJTOHTUTOM U/WUJIY MAaPOAOHTUTOM C MO3IHUM
HayvajioM. To e camoe MPOUCXOAUT U C TOCTOSSHHBIMU 3y0amMu,
00BIYHO K 14-15 romaM manMeHThl C TaHHBIM CUHIPOMOM BCE
6e33y0snIe [13].

Bousbirast yacTh maliMeHTOB ¢ CMHIApOMOM [lanmuitona —
JledbeBpa MMeeT MOBHIIIEHHY0 BOCIIPUMMUYNBOCTH K FeHepa-
JIM30BAaHHBIM UHDEKIIUSIM U MHOEKIIUSIM KOXHU (MMTUOJEPMUM).
OmnucaHBbl ciiydyan pa3BUTHS abciiecca TieyeHu. [lepBole nTaHHBIE
00 9TOM ObLIIM ony6auKoBaHbI B 1988 1. [laToreHHble OakTepruu
O0OBIYHO TOCTUTAOT IMEYeHU TeMaToreHHbIM myTeM. HauGoee
YacThIM 3TMOJOITMYECKUM areHTOM SIBJISIETCS 30JJOTUCThI I
cTaduaokokK. CienyeT yYuThIBaTh PUCK PA3BUTHU S THOMHO-
ro abcuecca rne4yeHu y rnaiueHToB ¢ CMHApoMoM [lanuitona —
JledeBpa, accoumrMpoBaHHOTO C IMXOPAAKOM HESCHOTO TeHe3a
[14]. ¥ maumeHTOB MOXET pa3BUBAThCS TUTIEPTUAPO3 CO 3JIOBOH-
HBIM 3a1axoM, QOIMKYISIPHBIM TUTIepKepaTo3, TUCTPpOhus
HOTTei, 00BI3BECTBJICHUE TBEPIOI MO3TOBOIT 000J09KHM. B pen-
KUX CJydasx MpocIeXXBaeTcs CBsI3b cuHApoMa [lanmuitona —
JlepeBpa co 3;10KaueCTBEHHOM MeJIAaHOMOM MJIX TIJIOCKOKIIE -
TOYHBIM paKoM. [ MCTOJIOTUUYECKY BHISBIISIOT YTOIIEHUE BCEX
CJIOEB AMUIEPMHKCA, 0OCOOEHHO POrOBOT0, B IepMe — HE3HAU M-
TeJIbHBIE KJIETOUHBIE CKOTJICHUSI TUM(OOIIMTOB U THCTUOIIUTOB.

HuddepeHumnanbHas nMarHoctTuka nud@y3Hbix popm Hacaen-
CTBEHHBIX KEPATOACPMUIA TPOBOAUTCS CO CXOXKMMU O KIMHU-
YeCcKoil KapTuHe 3abosieBaHUAMU. [1J1s1 Kax ot popmbl Kepa-
TOAEPMUU XapaKTEePHBI CBOU OTIMYUTEIbHBIE OCOOEHHOCTH.
ITpu npoBeneHun quddepeHIaaIbHON TMarHOCTUKY YUUTHIBAIOT
XapaKTep HacJieoBaHM s, TeHeTUYECKM I Ie(PeKT, CTeTreHb Iopa-
KEHUS 3MUAepMIca, HaJINI1e/OTCYTCTBUE PAaCTIPOCTPpaHEHU ST
0YaroB 3a Ipeaesbl KOXU JIAJOHEH 1 MOIOIIB, COITYTCTBYIOIIYIO
natoyiornt. CpaBHUTEIbHASI XapaKTepPUCTUKA TIPeACTaBIcHA
B Ta0JI.

JurarHocTuKa KepaToaepMuil BKiawvyaeT cOop aHaMHe3a
(C 0cOOBIM BHUMAHUEM K CEMEIHOMY), GU3MKAJIbHBIN OCMOTD,
BKJTIOYAIOII M1 OIIEHKY MTOpaskeHUsI KOXKHBIX TOKPOBOB, HOT -
Telt, BOJIOC U 3y0OB, a TaKKe KJIMHUYECKYIO KapTUHY. JlnuarHos
yCTaHaBJIMBAIOT MPU HAJIUYUHM OYAroBOToO Uin nuddy3Horo
ruriepkeparosa Ha JaJoHsX u nogouBax. [e0oT 3aboaeBa-
HUS B I€TCKOM BO3pacCTe, OTATOILIECHHBIMA CEMEMHbIM aHAMHE3,
CTOMKAas KIMHUYECKasl KaApTUHA ¢ HEOOJIbIIIMM U3MEHEHUEM
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Tabauua

AvddepeHunanbHaa auarHoctuka Auddy3Hbix GopM HacAeACTBEHHbIX KepaToaepmuii / Differential diagnosis of diffuse forms
of hereditary keratodermia

YHHbI — TocTa AOMWHAHTHbIN pexe B KRT1

Keparopepmun Tun lFeHeTHueckui pepekr Kannuka ConyTtcTBylowasn
HacAepOBaHMA naToAorusa
Kepatopepmus AyTOCOMHO- B reHe KRT9 (Ha xpomocome 17q12-21), AndPy3HbIN runepkepaTos AaAOHEN MopaxeHune

1 NOAOLLB, NPU 3TOM He HabAtopaeTcs KOCTHOW CUCTEMBI

nepexoaa Ha Apyrue obaactu

Kepatopepmus AyTOCOMHO- B reHe ARS (pacnoAoXeH Ha XpoMocoMe AN OY3HBIN rMnepkepaTos AaAOHEN Avctpodusa

Menepa peLecCUBHbIN 8q24.3), koaupytotem SLURPL 1 NOAOLLB C NEPEXOAOM Ha ThIAbHYIO HorTen
(cekpeTupyeMbiit 6enok Ly-6/PLAUR 1) NOBEPXHOCTb KUCTEN U cTOM

CuHapOM AyTOCOMHO- MyTtauus reHa CTSC (pacnonoxeH ANodY3HBIN TMNEepKkepaTos AaAOHEN MepnoaoHTUT,

ManuioHa — peLeCcCUBHbIN Ha xpomocome 11q14.2), koanpytoLiero 1 NOAOLLB C NEPEXOAOM Ha ThIAbHYIO paHHAA noTeps

NedeBpa katencuH C NOBEPXHOCTb KUCTEW U CTON 3y60B

CUMIITOMOB, OTHOCUTEJIbHAsI PE3NUCTEHTHOCTh K Teparuu —
3TO MPU3HAKU, KaK MPaBUJIO, CBUIETEIbCTBYOIINE O HACEI-
CTBEHHOM (hopMe KepaTtonepMuu. OTpunaTebHbIil CeMeNHbII
aHaMHe3 UJM HayaJibHbIe MPOSIBJEHU S BO B3pOCJIOM BO3pacTe
HE MCKJII0YalOT €€ BO3BMOXHOCTH. [Ipu HE0OX0AMMOCTH MPOBO-
JIIUTCSI TUCTOJIOTUYECKOE UCCTIEIOBaHME.

[Tomumo HecrieluUIECKUX TPOSIBICHM I, TAKMX KaK F'UTIep-
KepaTo3, TpaHyJie3 U aKaHTO3, MOXXHO BbISIBUTh XapaKTepHbIE
NpU3HAKU, TAKME KaK 3MUAEPMOJUTUIECKHU I TUTIEPKEPATO3,
HapylIeHUe aITe3uy KepaTUHOLIMTOB (CBUIETEIBCTBYET O JIeC-
MOCOMHBIX AeeKTax) UJIN MapakepaTos (XapaKTepHBIN IS
JIOPUKPUHOBOI KepaToaepMun). PasrpannyeHue sanuaepmMo-
JIUTUYECKUX M HEBMUACPMOIUTUYECCKUX (DOPM JIaTOHHO-TTOH0-
IIBEHHBIX KEPATOAEPMUI UMEET TeparieBTUUYeCKoe 3HaUeHUE,
YUYUTBIBAsI, YTO MU PMOTUTHUECKHE (HDOPMBI Ha (poHEe TTpreMa
CUCTEMHBIX PETUHOWIOB UMECIOT TEHICHIIMIO K yXyAlIeHuto [15].
TeHeTHMYeCKOE TeCTUPOBAHME TTO3BOJISIET YCTAHOBUTD TOYHBII
nuarHos. B ciyyae maponoHTo3a npu keparoaepmuu [lanuitona —
JledpeBpa maLMeHT HaNIpaBJIIETCS HAa KOHCYJIbTAllMIO K CTOMA-
TOJIOTY, IJie CTOMATOJIOTMYecKasi peHTreHorpadus mo3BoJiseT
BBISIBUTDH aTPO(DU IO aTbBEOISIPHOM KOCTH.

CoBpeMeHHBIC METObI JICYUEHU ST HACTEACTBEHHBIX (hOpM
KepaToAepMUii TPEACTABISIOT COO0I1 B OCHOBHOM CUMIITOMA-
THUYEeCKYIo Tepanu. OCHOBHBIMU PUHIIUTIAMY TePATTUU SIBJISI-
JOTCS YBJIaXXHEHME, BOCCTAHOBIICHUE TUAPOJTUIIMIHON MaH-
TUU Y OTIICTYIIMBaHNE POTOBBIX HAacJIOeHU. JlatoTcsa obmue
peKOMEeHIAalli ¥ MallueHTaM: peryaspHble BAHHBI, OUUIIICHUE
U YBJIaXHEHUEe 00J1aCTU OpOTOBEHU ; U30eraTh JJIUTEIbHON
MeXaHWYeCKOI Harpy3Ku Ha KOXY JIaTOHEeH! 1 MOJIOIIB; HOCUTD
opToIennyecKylo o0yBb, UCIOJb30BaTh CTEJbKU. B KauecTBe
MECTHOI Tepanuu MPUMEHSIOTCS KepaToJUTUUYECKUE CPell-
cTBa (MOYEBMHA, CaJMIIMI0BAsI KMCJIOTA, MOJIOYHAS KMCIIOTA).
Bo3MoXHO MpuMeHeHe TaHHBIX IEKAPCTBEHHBIX MpenapaToB
IO OKKJIIO3MOHHY IO MOBSI3KY Ha Houb [16]. [Ipu cuctemHo
Tepanuy UCIIOJb3YIOT MperapaThl peTUHOJIAa (BUTAMUHA A).
Yamre Bcero 3to auutpuTuH (0,3-1,0 MI/KT B 3aBUCUMOCTH OT
TSKECTH ITpoliecca). PETHHOMIBI peTyIupyIOT IMTPOIECCHl pOCTa
1 TpaHcHOpMaILlMU KJIETOK, OKa3bIBAIOT TepPaIlleBTUYCCKU it
a¢dexT nyrem Monyasuuu 1ud@epeHuupoBKU KEPATUHO-
U TOB, ITOMABJICHUS TUTIEPTIIpOoTrdepaluu U YMEHbIIECHU ST
VWHOUIBTPAIMY BOCITAJIUTEIBHBIMU KJIeTKaMu. [IJIs1 3TOro
HMCTIOJIB3YIOTCS CUHTETUUYECKUE PETUHOUIBI, PUTOICTPOTEHBI.
Knaununueckuii a¢ppexT HabII0maeTCS HE cpa3sy, a 1o UCTEYSCHU U
5-6 Mecs1eB MocJie Havala preMa IpenapaToB U IpekpaliaeT-
cs rocyie uX OTMeHHBI [17]. PeTuHOMABI OOBIYHO MPUMEHSIOT JJI5T
JIGUCHU ST TSKEJBIX, TPUBOASIIMX K MHBATUIHOCTH JJaJOHHO-
MOJOIIBEHHBIX KepaToaepMuii. OTpaHUYEHHOCTb IPUMEHEHU ST
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0o0ycJioBJIeHA OOJIBIIIUM KOJIMYECTBOM NMOOOYHBIX 3 HEKTOB
(TepaTOreHHOCTh, CYXOCTh CJIM3UCTHIX 000JI0YEK, TOJTOBHAS
60.1b, MOBBILIEHNE YPOBHS B CBIBOPOTKE KPOBU XOJieCTeprUHa,
TPUTJIMLIEPUIOB, TPAaHCAMMHA3 U Ap.). Y MallMEHTOB C MU~
NIePMOJIUTUYECKON KepaTolepMuUeil JeueHe peTUHOU IaM U
MOKET MPUBECTU K YCUJICHUIO 0Opa3oBaHu s my3bipeit [16].
JlonmonHUTENbHO UCTIONb3yeTcsl MpodeccuoHaabHas TUTHe-
Ha TMOJIOCTU PTa, MPOBOAUTCS CUCTEMHAas aHTUOaKTepuaib-
Hasl Tepanus MepuogOHTUTA y MAIIMEHTOB C KepaToaepMuei
[Manuiiona — JlepeBpa. [1pu nprcoennHeHN U 6aKTEpUATBHOMK
U TpUOKOBOIT hJIOPHI HEOOXONMMa HApyXKHAas Tepanus aHTU-
6akTepuaTbHBIMU U TPOTUBOTPUOKOBBIMU CPEICTBAMMU.

Wcxonst n3 BHIIIEU3IOKEHHOT 0, TIPU BBISIBJIEHUY TUTIEpKepa-
TO3a JIaJJOHE! U MOJ0UIB BaXXHO pa3rpaHUYeHUEe NPUOOpETEH-
HBIX U HacJIeACTBEHHBIX opM. [paMOTHO cOOpaHHBI aHAMHE3,
aHaJ U3 0COOCHHOCTEel KIIMHUYECKON KapTUHBI, IPOBEICHUE
nudbepeHIIMaTIbHON TUAaTHOCTUKY SBJSIIOTCS KIIIOUYOM TSI
MOCTAHOBKU JMarHo3a. [1si ero yTouHeHusl, MPOrHo3a TeYeH U st
3a00J€BaHM I, BO3SMOXHBIX PUCKOB TMepelayu Mo HaCAeICTBY,
BbIOOpA MPaBUJIBHOU TAKTUKHU JIEYEHU S BaXXHOE 3HAaUCHUE
UMeeT TeHeTUUYeCKOe KOHCYJIbTUPOBAHUE MAallUeHTa U €r0
cembu. Ha cerogHsImIHmMit 1eHb reHETUYECKOE TECTUPOBAHUE
MMO3BOJISIET yCTAHOBUTH TOUHBI I fuarHo3. [Ipu mpoBenenuun
nuddepeHINaTbHON TNAaTHOCTUKY HACIEeNCTBEHHBIX (popM
YUUTHIBAIOTCS XapaKTep HACIENOBAHNU S, TEHETUUeCK Ui nePeKT,
CTeTIeHb TTOpakeH U SIUAePMUCA, HAJIMUKe/OTCYyTCTBHE pac-
MIPOCTPAHEHU I 0YaTOB 3a MpeneIbl KOXU JIaJoHe i 1 TTOIOIIB,
conyTtcTBytomas natogorus [18-21]. [IpoaoaXuTeabHOCTh
>KM3HU MAllMeHTOB C HACJIeCTBEHHOM KepaTogepMueil He cTpa-
JaeT, OAHAKO y MalMeHTa co3aaeTcs GU3nYecKUii v MCUxoao-
ruyeckuii nuckomoopt. Lleabio Tepanuu Ha CerogHsI IHU I
NEHb SIBJISIETCS YIYUIlleHe KaueCcTBa XU3HU MallMeHTOB BBUY
TOT0, YTO METOAOB dTUOTPOMHON Tepanmuu NaHHOHW MaTOJOTU U
HET, JIeUeHUe JUIIb CUMIITOMaThuYecKoe. MecTHOe JedeHue
JTaIOHHO-TOAOIIBEHHBIX MOPAXXEH U C UCTIOJb30BAaHUEM Kepa-
TOJTUTUKOB U CMATYAIOTIUX CPENCTB AOJIKHO BHITIOMHSATHCS
Ha peryJisipHO# OCHOBE, IIUTEIHHO, TOJIHKO TP COOTIONEHU N
MaHHBIX TPABUJI MOXHO JTOCTUTHYTH KeJIaeMOT0 pe3yJibTaTa.
B maHHOII cUTyanuu BaXXHBIM SIBJISIETCS OOyUYeHUEe TMalueH-
Ta, TaK KakK 3a49acTylo 0OJIbHBIE pa309apOBBIBAIOTCST He3HA-
YUTEJIbHBIMU TepaneBTUUYECKUMU 3 hekTaMu, HECMOTPS
Ha eXeIHEeBHOE peryJsipHoe MpoBeaeHre mpouenyp. B Tsokeabrx
cilyyasiXx Ha3HavyaloTcs MepopajbHble PETUHOUABI, 2D dek-
TUBHOCTb KOTOPBIX TOCTUTAETCS MPU UX TIUTETbHOM MPU-
MeHeHUU. CienyeT peryasipHO MPOBOAUTH MUKOJIOTUYECKUE
HUCCIeN0BaHUS U Ha3HAYaTh MPOTUBOTPUOKOBYIO Tepanuio
MpU HEOOXOAMMOCTH.
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TakuM 06pa3oM, IeTaJbHOE U3yYeHUE MEXAHU3MOB PA3BUTUS
MATOreHETUYECKUX, KIMHUUECKUX, TUAaTHOCTUYECKUX OCOOEH-
HOCTEl KepaTonepMUii OTKPHIBAET HOBbIE BOBMOXHOCTH JJISI
pa3paboTKM METOJOB JICUEH U, TIOBLIIIAsA MHTEPEC K TaHHOM
narosorud. i

KOHOAUKT MHTEPECOB. ABTOpPbI CTaTbk MOATBEPAMAM OTCYTCTBUE
KOHOAMKTA MHTEPECOB, O KOTOPOM HEOOXOAMMO COODBLLNTD.
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