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KNMWHUKA, AUATHOCTUKA U JIEMEHME BEPMATO30B
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KJIUMHUYECKHUH CIIYUYAH JIAJOHHO-IOAOIBEHHOM
KEPATOAEPMUU YHHBI-TOCTA
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JIa0oHHO-nOO0OWEEHHbLE KEPAMOOEePMUU — 2eMePOSeHHAs 2PYNNA HACIEOCBEHHBIX 0ePMAMO308, KOMOopble
Mo2ym Obimb CAMOCMOMENbHbIMU 3A001E6AHUAMU UIU COYCMAMbCSL C PAZIUYHBLMU 6PONCOCHHBLMU NOPO-
Kamu pasgumusi, 4auje 6ce20 IKMooepMaibHO20 NPOUCXodcOenus. Paccmampusaemes oupgepenyuanvras
OUASHOCMUKA, OMMeYaomcs XapakmepHole KIUHUYECKUue NPUSHAKU OJisl Kaxcoou ghopmsl 1d00HHO-NO00-
weenHotl kepamodepmuu. Kepamooepmuro Yunvi—Tocma omuocsm k epynne 2eH00epmamo3so8, 0Jisi Komo-
PbIX XapakmepeHr 2unepkepamo3s Ha Ad0OHAX U NOOoweax 6e3 nepexodd Ha opyeue y4acmyi KOXCU.

KnwoueBbie clnoBa: HacieocmeeHHvie 0epMamossl, 1A00OHHO-NOOOUIBEHHbIE Kepamodepmul, oudgysnule;
ouazosvie opmbi.

Joas uurupoanus: [Mammusa AL, Wnsenko JL.U., Axonsn A.H. KinHuveckuii ciydail j1agoHHO-TIOJJOIIBEHHON KepaTo-
nepmun YHHbI-TocTa. Poccutickuil JcypHal KojicHbix u geHepudeckux bonesnet. 2017; 20(3): 143-145. DOI: http://dx.doi.
org/10.18821/1560-9588-2017-20-3-143-145

Pashinyan A.G., Illienko L.1., Akopyan A.N.

CLINICAL CASE OF PALMOPLANTAR KERATODERMA TYPE UNNA-THOST
N.I. Pirogov Russian National Research Medical University, Moscow, 117997, Russian Federation

Palmar-plantar keratoderma is a heterogeneous group of hereditary dermatosis, which can be independent
diseases or combined with various congenital malformations, most of ectodermal origin. Approaches to
differential diagnosis and clinical features of each form of this pathology are described. Keratoderma, Unna
Toast genodermatosis belongs to the group, which is characterized by hyperkeratosis on the palms and soles
without migration to other skin areas.
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JlaoHHO-TTOJIONITBEHHBIE KEPATOIEPMHUH OTHOCSITCS K TPYII-
e 3a00JeBaHUN C YCHJICHHBIM OPOTOBCHHEM, yBEITHUECHHEM
MPOAYKITUH KEPATHHOIIMTOB NP YMEHBIIEHHH X HOPMATbHOM
neckBamarnuu [ 1].

Mytanuu B reHax, KOAMPYIOIIUX KepaTuH 1-ro u 6-ro Tu-
OB, OTBETCTBEHHBIX 33 BBIPAOOTKY KEPATUHOB M OCITKOB KIle-
TOYHOW OOOJIOYKH, MOTYT SIBUTHCS NMPUYUHON pPa3BUTHs Ha-
CJIEZICTBEHHBIX JIaIOHHO-TIOIOIIBEHHBIX Kepartoaepmuii [2, 3].
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HacnencTBeHHBIC KepaTOepMIH MOTYT OBITh KaK CAMOCTOSI-
TETLHBIMH 3200JICBAaHNSAMH, TaK M COYETATHCS ¢ Pa3HOOOPa3HBI-
MH BPOXKICHHBIMH ITOPOKAMH Pa3BUTHS, Yalle BCETO 3KTOIEP-
MaJIHOTO TPOMCXOXKICHUS. sl HUX XapaKTepHBI Pa3lIMIHbIC
THITBI TEHETHYECKOTO HacIIe0BaHus (110 ayTOCOMHO-JIOMHHAHT-
HOMY JIHOO I10 ayTOCOMHO-PELIECCHBHOMY THITY) © MHOTOO0pa3-
HbIe KIIMHUYECKHe ¥ Mopdosiornieckue ocodeHHocTH [3—5].

[ToMnMO HacyeICTBEHHBIX CYIIECTBYET Ipynna mpuoope-
TEHHBIX KepaToAEpPMUIL: pH McopHase, KPaCHOM IIOCKOM JIU-
mae, 6onesHu JleBeprku, cunapomax XakcrtxayseHa, Cesapw,
9K3eMe, AEPMaTOMHKO3aX H psifie APYTHUX 3a00IeBaHMIH, a TaKxKe
TIPU TTapaHeoIIaCTHUECKOM CHHApome [6—8].

JlaOHHO-TIONOIIBEHHAS KEPATOIEPMHUS B 3aBUCHMOCTH OT
KIMHUYECKUX TIPOSBICHUHN Toapasnensercd Ha Aupy3HyIo
(xeparonepmust YHHBI-Tocta, Menena, [lanmitona—Jledespa,
snuaepMonuTHdeckas u ap.) [9-11] n oyarosyro (kepartomep-
mus Cumenca, nuneiiHas ®ykca, Bymke—®umepa—bpayspa,
KpaeBasi yagoHei Pamoc-u-CHIIbBBI, aKpOKEpaTodIacTOUI03
Koctel 1 ap.) [12-16].

[Tpy *MMYHOTHCTOXUMUYECKOM U 3JIEKTPOHHO-MUKPOCKO-
MUYECKOM HCCIEOBAHUSAX OMOINTAaTa BBIBISACTCSA HapyIIeHHE
CTPOEHHUSI TOHOGHOPMWILIIPHOTO ammapara KIETOK, MPHBOJS-
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POCCUICKWI XXYPHAIT KOXHBIX 1 BEHEPUYECKUX BONE3HEN. 2017; 20(3)

Puc. 1. Ouaru runepkeparosa y 601HOTO 7 Mec.
a — Ha TOJOIIBAX; 6 — HA JIAJOHSX.

mee K M3MEHCHHIO MEXaHU3MOB PETYIHPOBAHUS KepaTHHU3A-
WY, YCWICHUIO KIETOUYHOU mponudepanud 1 00pa30BaHUIO
M30BITOYHOTO HETIOJTHOIIEHHOTO POTOBOTO CJIOsI [4].

[epBBIe CHMITTOMEI KepaToiepMIX YHHBI-T0cTa — H30BITOY-
HOE OpPOTrOBEHHUE, NPEUMYILECTBEHHO Ha JIaJJOHSIX M MOAOIIBAX
0e3 nepexosa Ha Ipyrue y4acTKU — MOSIBIISIIOTCS B TIEPBBIE T'OJIbI
JKU3HH, a K 4-5 rogam, peiko Mo3gHee, MPOsBICHUS yCUINBa-
I0TCS: OTMEUAIOTCS YELTyHKH, KOPKH JKEJITOTO IBETa ¢ YUeTKUMHU
KpasiMH, OKpPY)KCHHBIE JPUTEMAaTO3HBIM BEHUHMKOM IIMPUHON
1-3 mm. IIpouecc compoBOKAAETCS JTOKAIBHBIM THIEPTUIPO-
30M. [Ipu maroMop(hOIOTHUECKOM HCCIETOBAHUN BBISBIISIOT
TpaHyne3, akaHTO3, B IepMe — IEPUBACKYIIAPHBIA BOCIATHTEIh-
HBII HHQUIBTpAT. Bomockr u 3yOsr He n3mMeHeHsl. Hortn MoryT
OBITH YTOJIICHBI, HO HE AUCTPOGHUUHEL. [Ipn peHTreHoornye-
CKOM HCCJICIOBAaHUM B P CIIyYaeB BBIABISIIOTCS OCTEOIOPO3
1 ocTeo3 (ajaHr, 1epOpMHUPYIOIINA apTPo3 Mexk(aTaHTOBBIX
cycraoB [17]. Ilpu keparomepmun Beprepa, cxomHoit ¢ aud-
¢y3HOIT KepaTomepmueil YHHbI-ToCTa, BO3MOXKHO ITOSIBJICHHE
my3bipedd. [Ipun maromMop¢onornyeckoM HCCICIOBaHHH OOHa-
PYKMBAIOT SIUAECPMAIBHYIO BaKyOIIM3aIHIO, XapaKTEPHYIO st
AMUJEPMOIUTHYECKOTO nxTHo3a [9, 18-20].

[Ipu nagonHo-nogomBeHHON Keparonepmu I peiitepa, Ha-
CIIeyeMoi 0 ayTOCOMHO-IOMUHAHTHOMY THITY, IEpBBIC TIPH-
3HaKH 3200JIeBaHMs HAYMHAIOTCS B Bo3pacTe oT 1 roza 1o 8 net.
Keparo3 nagoneii u mogonB BeIpakeH HE3HAUYUTEIHHO, BBISB-
JIIETCSI IEPEXO/L HA ThUIbHYIO IOBEPXHOCTS JIaJIOHEH U ITOJIOLIB,
Ha KO)Ky HaJl aXWJIJIOBBIM CyXO)KWIHEM. BO3MOXKHO 1OsIBIEHHE
9PUTEMaTO3HO-CKBAMO3HBIX BBICHIIAHWI Ha pa3rHOaTebHBIX
[IOBEPXHOCTAX KOJEHHBIX M JIOKTEBBIX CycTaBoB. Erie onHoi
KIIMHUYECKOI 0COOCHHOCTBIO SIBISIIOTCS HEPEIKHE CIydau ca-
MOIIPOU3BOJILHOTO W3JiedeHus: B Bospacte mnocie 40-50 jer,
YTO HE BCTPEYACTCS MPH APYTHX TUHAX AUPQPY3HBIX JTaTOHHO-
MOAOIIBEHHBIX KePaTOAEepPMUil.

Keparomepmust Menena, mepenaromasics ayTOCOMHO-pe-
[[ECCUBHO, BIICPBBIC ONMCAHA CPEAU KPOBHBIX POICTBEHHHKOB
HaceJeHus octpoBa Menena. HaganpHble mposiBieHus 0omies-
HU BO3HUKAIOT B JIETCKOM BO3pAacTe B BHUJIE CTONKOW 3PUTEMBI
C HIeNyIIeHUEeM JIaJJOHeW W ToAouB. B manpHeiimem oporo-
BEHHE KOXH ycunuBaeTcs u K 15-20 ronam Ha naoHSIX U T10-
JIOLIBaX OTMEYAlOTCsS MACCUBHBIE POTOBbIE HACIOEHUS Kell-
TO-KOPUYHEBOIO I[BETA, HPUTEMA COXPAHSETCS JIMIIL B BUC
(PHOIICTOBO-TTIIIOBOTO 000/IKa IIMPHHOW HECKOJIBKO MHJITH-
MeTpoB 1o nepudepun ouara. s 3Toit GpopMbl XapakTepeH
Hepexoj; Keparo3a ¢ JIaJOHHO-IIOJOUIBEHHBIX MOBEPXHOCTEH
Ha THUIbHYIO MOBEPXHOCTb KHUCTEH, CTOM, Ha KOXKY JIOKTEBBIX,
KOJICHHBIX CyCTaBOB C 00pa3oBaHUEM OOJIE3HEHHBIX TITyOOKUX
TPEIINH, 0COOCHHO Ha IATKaX. [TaToMopdonornueckas kapTuHa

XapaKTepU3yeTcsl THIEPKEPaTo30M, HHOTA aKaHTO30M, B Jep-
M€ — BOCTIAJIMUTEIBFHBIM JINM(OTHCTHOIUTAPHBIM HH(UIBTpa-
TOM. BbIpakeH J0KaJabHbIM THIEPrUIPO3 ¢ YEPHBIMU TOUKAMHU
BBIBOJHBIX IIPOTOKOB IIOTOBBIX kKeje3. Bo3MoXkHO coueranue ¢
aTOIMYECKUM JIEPMATUTOM. MOryT OTMEUaThCsl U3MEHEHUs Ha
ANIEKTpodHIEhaTorpaMmMe, YMCTBEHHAsI OTCTaJOCTh, CHHIAK-
THJIHS, CKJIQUaThIil I3bIK, ToTHUeckoe HEOO [10, 21].

Keparonepmust [lanmiiona—JledeBpa — HacneacTBeHHas
mipdysHas (opma Oone3HH, NEPEAAIONIASACS IO ayTOCOM-
HO-PEIIECCHBHOMY THIy M COUCTAIOIMAsCS C MapOZOHTO30M
U TIHOTEHHBIMH (THOWHBIMH) HWHQEKIHUAMH KOXKH U JIECEH.
VY GONBHBIX OTMEYAIOT CHIDKCHHE (YHKINHM IIUTOBHIHOH H
TTOKEITYIOYHON KeJIe3bl, HapylmIeHHe (yHKIMOHAIBHON aK-
THUBHOCTH JICHKOIINTOB, CHIDKCHHE (harorUTapHON aKTHBHOCTH
HEHUTPOPWIIOB W YyBCTBUTENbHOCTH T- m B-nmuMm¢ponuToB K
mutoresaMm. KimHuueckue nposiBjeHns: BO3HUKAIOT B BO3pac-
Te oT 1 roga no 5 ner (wamie Ha 2—3-M TOQy XKH3HH) B BHIC
SpUTEMBl JaJlOHEH U IOAOIIB, MOKPHIBAIOLIMXCS POTOBBIMU
HACJIOCHUSMHU, UHTEHCHBHOCTb KOTOPBIX MOCTENEHHO YCHIIH-
BaeTCsA. YYaCTKH KepaTo3a HepeIKO BBIXOAAT 3a MpeJesbl Jia-
JIOHHO-TIOZIOIIBEHHBIX TTOBEPXHOCTEH Ha THUI KUCTEH U CTOI,
00J1aCTh TSITOYHOTO (aXWIIJIOBA) CYXOKHIIHS, KOJIEHHBIX U JIOK-
TEBBIX CyCTaBOB. XapaKTEPEH JIOKATN30BAHHBIN THIIEPTHIPO3.
I'mcronorndecky BBIABIAIOT THIIEPKEPaTO3, HEPETYISPHBII a-
pakeparos, B iepMe — HEOOIBIIONW BOCIATHTEBHBIA HHPHUIIb-
TpaT. B KJIeTKax poroBOro M 3epHUCTOTO CIIOEB OOHAPYKUBAIOT
JIMITHIOTIONIOOHBIE BaKyOJIH, HapyIICHHE CTPYKTYypHl TOHO(DH-
OpMIUT M KepaTOrHaIMHOBBIX TpaHysl. Hortu Hepenko muctpo-
(uuHBIe, TYCKIIBIC, JOMKHE, BOJIOCHI HE I3MEHCHEL. B Bo3pacte
4-5 net B pe3ynbTare NEepCUCTUPYIOIIETO TMHIMBUTA Pa3BUBa-
eTCsl MPOTPECCUPYIOIINI MapOJOHTO3 ¢ 00pa30BaHUEM THOW-
HBIX AJIbBEOJSIPHBIX KAPMAaHOB, BOCIAJICHUEM M AHUCTpodueit
aJBBEONIAPHBIX OTPOCTKOB C MPEXKICBPEMEHHBIM KapHecoM U
BBINAICHIEM 3y0OB, aHOMANNH UX pa3BUTHUS. BO3MOXKHEI Kallb-
nuUKays TBEPIOH MO3TOBOW OOOJIOYKH, apaxHOJAKTHIIHS,
akpoocteonus [11, 22, 23].

Keparonepmust auccemunmpoBannast bymke—Puiepa—bpayspa
(kepaTo3 TOYEUHBIN paccesHHbI byrike—duriepa) HaciemyeT-
Cs1 ayTOCOMHO-IOMUHAHTHO. [IepBble CHMITOMBI MOSBISIIOTCS B
Bo3pacte 15-30 ser. Ha koxe najioHel U MOJ0IIB 00pasyoTcs
POTOBBIC Y3€IIKH MOJIUTOHATBHON (POPMBI — «KEMIYIKHHBD) BEIIH-
YUHOU 0K0JI0 2—10 MM B iMaMeTpe, pacnoiararolecs n30aupo-
BaHHO Wi rpynmnamu. [Ipu OTTOp’KeHUH LEHTPaIbHBIX POTOBBIX
Macc 0cTaeTcs KparepooopasHoe yrityoieHue, a pu NPOBEIeHUN
PyKoOii IO HX MOBEPXHOCTH BO3HHUKAET OLIyIIeHne «Tepkm». [1o-
TOOT/IEICHNE HE HapYIICHO. | NICTONOrMYeCKH BBISBISIOT THIIEP-
Keparo3 ¢ TMapakepaTo3oM B IEHTPAIBHOW YacTH, HEOONBIION
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Puc. 2. TuddysHblit runepkeparos Ha Jag0HIX Y MaMbl OOJIBHOTO THIIEPKe-
paTo30M pedeHKa.

AKaHTO3, B IEPME — HE3HAUUTENbHBII IIEPUBACKYIIIPHBINA BOCIIa-
JUTENBHBIA HHMIBTpar [ 14, 24, 25].

Kpaeas keparonepmus nanoneit Pamoc-u-CuibBbl — npu-
obpeTeHHass (opMa KepaToIepMHH, Pa3BHBAIOIIAsCS Y OOIb-
HBIX CO 3JIOKaUYeCTBEHHBIMU HOBOOOPA30BaHUSIMU BHYTPECHHUX
OpraHoB, apTPUTaMH, HapylIeHHEM (YHKLIUH TOJOBBIX JKEJe3,
Ha MecTe TpaBMaTu3auu Koxu [ 15, 26].

Axpoxkeparoanacronno3 Kocter  (acrokeratoelastoidosis
Costa) — pa3HOBHIHOCTh OYaroBOH KEPaTOAECPMHUH C HEYTOU-
HEHHBIM THIIOM HaclieloBaHUs. Bcrpedaercss TONbKO y JKeH-
muH B Bo3pacte 18—20 jer um XapakTepusyercs MOSBICHUEM
Ha KHUCTSAX (CrHOaTeNbHBIX MOBEPXHOCTIX TAJBIIEB, JIAJOHH) H
CTONAaX MHOKECTBEHHBIX, PACHONIOKEHHBIX IPYIIIAMU POTOBBIX
TIAITYJT JKEIITOBATO-0EJIOr0 [[BETA OBAIBHOMN MITH MOJIUTOHATBHOM
(OpMBI, THAMETPOM JI0 3 MM, C IIEPOXOBATON MOBEPXHOCTHIO U
BJaBJICHHEM B LieHTpe. [Ipu AUacKonuu BBISBISICTCS JKEITH3HA
2JIEMEHTOB. XapaKTepeH TUIepruipos JagoHei u nogoms [27].

JleyeHue kepaToepMuil BKIIIOYAET CUCTEMHBIC PETUHOUIBI,
AEBUT, KEPATOIUTHUECKUE Ma3H, (PU3NOMIPOLIETYPHI.

[IpuBonuM Haie KIMHUYECKOE HaOMIOACHUE ciydas aud-
(hy3HOU KepaTofepMuH JTaJJOHEH 1 OAOIIB YHHBI—TOCTA.

Ha npuem oOpatunuch ponutenu mMaibiuka 7 Mec, Y KOTOPOTo OT-
MEUAIOTCsl YTOIICHHUS Ha JIaJOHAX U ITOJ0IBaXx. U3 anamuesa HU3BECTHO,
YTO y BCEX POACTBCHHHUKOB I10 MaTepPIHCKOﬁ JIMHUNA (y MaMbI ITAaITMCHTa
1 ee pogHOTro Opara, y 6a0yIIKy, MpaieIyIIKi) OTMEYaloTCsl O4aru Tu-
TNIEpKEparo3a Ha JIAAOHAX U IMOAO0IIBaX. I[Ba JAPYTrux poOaAHBIX 6paTa MaMbI
310POBBI. Mama peGeHKa K Bpady I10 IOBOAY CBOUX HpO}IB.IIeHPIfI Ha J1a-
JOHAX MU IIOAO0IIBAX HE 06pa1.uanacr>, HEC JIeYHuIach.

Mansauk poxmics or 1-if GepeMeHHOCTH, NpOTEKaBIIel Ge3 oco-
OEHHOCTEH. POZ[LI CPOYHBIC, CAMOCTOATCIILHBIC, pe6e1-101< 3aKpuyai cpa-
3y. Onenka 1o mkane Amrap — 8/9 6auios. Ilepuon HOBOPOXKICHHOCTH
npotekan 0e3 ocobeHHOCTel. PeOeHOK pacTeT u pa3BUBACTCSI COOTBET-
CTBCHHO BO3pacry, annepronornqecxnﬁ aHaMHE3 HE OTATIOLICH, COITYyT-
CTBYIOIIIUX 3a00JIEBaHHi HET. HaCJ'ICHCTBCHHOCTL OTArOLICHA — Y MaTe€pu
HaAcCJICACTBCHHA JIaJOHHO-IIOAOIIBEHHA KEPATOACPMHUSI.

OOBEKTHBHO o6Hapy>l<eHo: Yy nanuMeHTa Ha IoAOoIIBaX OTMEYArOTCs
IUIOTHBIC THIICPKEPATOTUICCKUC BOCKOOGpaBHI)IC HACJIOCHUA C YCTKUMH
KpasiMu Oe3 mepexosia Ha JApyrue ydacTku koxku. Ha najonsx Ha done
0O4aroB THUIIEpKEpaTo3a — KPYNHOIUJIACTHHYATOC IMICITYIICHUC (pMC. 1)
HorTeBble mIacTHHKU O€3 MMaTOJIOrUH. Hp]/l MHUKPOCKOITMIECKOM HCCJIC-
JAOBaHUM YCHIYCK HUTH MUIICIHUS HE O6Hapy)KCHI)I.

YV MamblI BeIsIBIICHBI TU(dy3HOE YTONIICHHE JIaJI0HEH, TIOJI0IIB, MO/
'-IépKHyTLIﬁ KOXKHBIN PUCYHOK, TPCIINHBI, HCTIKAHHOCTb HOI'TEBBIX IJIa-
CTHHOK. BoJ1ochI 1 3yObI HE M3MEHEHbI (pHC. 2).

Or OﬁCJ’IeHOBaHI/IH B I'CHETUYCCKOM LICHTPE pOAUTEIIN peGeHKa oT-
Ka3ajauch.

JlaHHbIi crydail npeicTaBiseT KIMHUYECKN HHTEpPeC Kak
peIKo BCTpedYaromieecsl IMpOsiBICHHE HACICICTBEHHOW au(-
(y3HOH J1aIOHHO-TIOJIOMIBEHHOW KEepaTOIePMHUH JUIS CBOCB-
PEMEHHOI MOCTaHOBKU JAMATHO3a, a TAKXKe UL TPUBICYCHUSL
BHUMaHUsI IMPOKOTO Kpyra HEOHATOJOTOB M JICPMATOJIOrOB K

Hp06neMe BPOXIACHHBIX W HACJICACTBCHHBIX 3360J'ICB3HHﬁ, Co-
MPOBOXAAIOIUXCS MMOPAKCHUEM KOXKH. KpOMe TOro, YCTaHOB-
JICHUE TeHHOM Ipupoabl 00JIe3HN MMEET CYIIECTBEHHOC 3Ha-
YEHHUE C MO3UIUNA MEJIMKO-TEeHETHYECKOTO KOHCYJIBTUPOBAHUA
CEMbH 110 MTPOTHO3Y 310POBOI'0 ITOTOMCTBA.

®dunancuposanue. MccienoBanue He HMeNO CIIOHCOPCKON MOATEPIKKH.
Kondaukr wuHTEepecoB. ABTOpPBI 3asBISIOT 00 OTCYTCTBUHM KOH(IMKTa
HHTEPECOB.
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