DERMATOVENEROLOGY

Co cnos 6onbHoro, 3abonesaHne Havyanocb B paHHEM
[JEeTCKOM BO3pacTe C MOSBMEHWS TMNepnMrmeHTUpPoBaH-
HbIX NATEH, CO BPEMEHEM KOJMMYECTBO BbIChINAHWIA yBe-
NMYMIOCh, CTanu MOSBMNATLCA BO3BbILANOLIMECS Haf
NMOBEPXHOCTbLIO KOXM MMOTHble 06pa3oBaHus. OTmevaeT
Hanmyme nodo6GHbBIX BbICHINAHUA MO XXEHCKOW MUHWUK Y
Mambl, 6abyLukM n npababyLuku.

Status localis: Ha koxe TynoBuLa 1 KOHEYHOCTEWN OT-
MeYalTCs rMnepnurMeHTUPOBaHHbIE NSITHa OO0 7 CM B
avameTpe, uBeTa «kode ¢ MOMOKOM», MHOXECTBEHHbIE
y3nbl oT 1 40 6 CM, NNOTHON KOHCUCTEHUMK, 6e3bones-
HeHHble Npu Nnanbnauun. BeicTaBneH AnarHo3 «Hepodun-
6pomaTtos 1-ro Tuna» (puc. 5).

Takvm obpasom, HeCMOTps Ha TO YTO 3aboneBaHve
BCTPEYaeTCsa peaKko, Haly HabngeHus NaTu KNMHnYe-
CKMX CIy4aeB 3a KOPOTKUIA NPOMEXYTOK BpEMEHU CBUAE-
TENbCTBYIOT 00 akTyanbHOCTU Npobnembl Herlpodrbpo-
mMarto3a, 0 HeobxoAMMOCTU MPOBEAEHUS TEHETUYECKNX
KOHCynbTaummn G6epemeHHbIM, 0COBEHHO TeM, B cembe
KOTOPbIX YK€ €CTb POACTBEHHMKM C 3TUM 3aboneBaHneMm.
Kpome kocmeTnyeckoro gedekTa, onacHocTb 3abonesa-
HUSA 3aKYaeTcs B TOM, YTO MpuW STON HAacneACTBEHHON
naTonorMm nopaxeHbl ApyrMe opraHbl U CUCTEMbI, YTO
TpebyeT CBOEBPEMEHHOW KOpPPEKUMM 1 NOCTAHOBKU Ha
y4eT y COOTBETCTBYHIOLLMX CNEeLManvcToB.

KoHdnukT nHTEepecoB oTCyTCTBYET.

ABTOpCKMI BKNaA: HanucaHue ctatb — H. A. Cne-
capeHko, A. B. MoppucoH, B. M. MapueHko, A. A. Mounce-
eB, P.A. MwmyxameToBa, K. 1O. LLepctobuTtoBa; yTBEpX-
AeHue pykonucy ansa nybnukaumm — H. A. CnecapeHko,
A.B. MoppucoH.
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CnecapeHko H.A., MoppucoH A.B., MapyeHko B.M., Mouceee A.A., YnaHoea A.B., Jo60uHa A.FO. KnuHuyeckui cnyyvai
AWarHoCTUKM o4YeHb peakoi hopmbl kepatoaepmun y pebeHka. CapaToBCKuiA HayYHO-MeaUUMHCKUIA KypHan 2018; 14(4):
763-765.

Kepatogepmuu aBnsATCA caMbiMy pacnpoOCTPaHEHHbIMY Cpean reHo4epMaTo30B 1 3aHMMaloT BTOPOE MECTO Mo-
cne rpynnbl UXTMO30B. YacToTa BCTpeYaeMoCTn kepaTtoaepMuii B CTpaHax mupa, Bknodas Poccuio, coctaBnser ort
1:300 go 1:15000.CyLuecTByeT o4eHb peakas hopma auddy3Hon kepatogepmMmmm, HasbiBaemas cuHgpomom Onmcre-
a, kotopas k 2009 r. onucaHa B AECSTU UCTOYHUKAX HAy4YHOW nutepaTtypsbl. [NopaxeHune 3aTparmBaeTt He TONbKO Nafao-
HY 1 MOAOLLBbI, HO 1 KOXY BOKPYI €CTECTBEHHbIX OTBEPCTUI, (hopmMumpyeT crnbaTtenbHble AehopmaLm U KOHTPaKTypbl
nanbLeB, BNAOTb 4O CMNOHTaHHbIX amnyTauui. B HekoTopbix HabrogeHnsx oTMevaeTcs Hanuune PonnmKynspHoro
KepaTto3a Ha KOHEYHOCTSIX, NlerikokepaTto3a Ha nuue 1 s3bike, NepepacTSXMMOCTM CyCTaBoB, aroneuun, oTCyTCTBue
npemornapos. MNMprBeAeH KNMHUYECKUI criyyan naumeHTa ¢ JaHHOW naTonorven.
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AEPMATOBEHEPOAOI'HUA

KntouyeBble cnoBa: HacneaCcTBEHHbIE (bOprI KepartogepmMun, CUHOPOM Onmcrega.

Slesarenko NA, Morrison AV, Marchenko VM, Moiseev AA, Ulanova AV., Dobdina AYu. Clinical case of a very rare form
of keratodermia in a child. Saratov Journal of Medical Scientific Research 2018; 14(4): 763-765.

Cases of keratoderma are the most common among genodermatoses and take the second place after a group of
ichthyosis. The frequency of occurrence of keratodermia in the world, including Russia, is from 1:300 to 1:15000. There
is a very rare form of diffuse keratoderma: Olmsted Syndrome, which in 2009 is described in 10 sources of scientific
literature. The defeat not only affects the palms and soles, and skin around the orifices, forms a flexion deformity and
con-tracture fingers, until spontaneous amputation. Some observations noted the presence of follicular keratosis of the
extremities, leukokeratosis on the face and language, pererastayut joints, alopecia, absence of premolars. We present

a clinical case of a patient with this pathology.
Key words: hereditary forms of keratoderma, Olmsted syndrome.

KepatoaepMum siBNSIOTCA caMbiMU pacnpocTpaHeH-
HbIMW cpeaun reHoAepMaTo30B M 3aHMMalT BTOpPOEe Me-
CTO Mocne rpynnbl MXTMO30B. YacTota BCTpeyaemMocTu
KepaToAepMuin B cTpaHax Mupa, Bkrodasi Poccuto, co-
ctaenset ot 1:300 go 1:15000 [1, 2].

Mo knaccudukaumm pasnuyaroT auddysHele, no-
KanbHble U TOYEYHble NaAOHHO-NMOAOLUBEHHbIE BPOX-
OeHHble kepatogepmun. CuHgpom Onmcrega — O4YeHb
peakas popma auddy3sHor kepatogepmMmm He TONbKO C
nopaxeHnem nafoHen 1 NOoJoOLLIB, HO U C rMnepkepaTo-
TUYECKMMMN HaCNOEHMAMIN BOKPYT €CTECTBEHHbIX OTBEp-
CcTun (poT, HoC, aHyc un ap). C Te4eHnem BpeMeHn no-
CTeneHHo opMuUpytoTcsl crubartenbHble Aedopmauum
N KOHTPaKTypbl NanbLeB, BNIOTb A0 CMOHTAHHbLIX ammny-
Tauun, ANCTpoUYECKNE N3MEHEHUS HOTTEBbIX MITACTUH
[3]. B HekoTOpbIX HabnoAeHUAX OTMEYaeTCsl Hanuuve
PONNMKYNAPHOro Keparo3a Ha KOHEYHOCTSAX, JenKoKe-
paTto3a Ha nuue 1 A3bike, NepepacTsXKMMOCTU CyCTaBOB,
arnoneuuu, OTCyTCTBME Npemornsipos [4, 5]. Bnepsble aTta
dopma kepatogepmum onmcaHa H. Olmcted B 1927 1. B
1990 1 1995 rr. ony6nmMkoBaHbI criyd4am ceMemnHoro npo-
siBNeHus atoro 3abonesaHus [1, 6]. B mupoBoit nutepa-
Type k 2009 r. 3aperncTpnpoBaHoO MeHee AeCsTN Habnto-
[eHnIn BoNbHbIX C 3TUM CUHAPOMOM [7].

OnucaHue kNMHM4Yeckoro crny4as. Ha npodeccop-
CKYH KOHCYIbTaLUMIO B KITMHUKY KOXHBIX U BEHEPUYECKUX
6onesHen Capatosckoro MY um. B.N. Pasymoscko-
ro annepronoramu 6bin HanpaeneH pebeHok OByX IeET,
KOTOpbIN C MEPBbIX MECSALEB XU3HM Habnwogaercs c
OmnarHo3oMm: atonuyeckui gepmatut. B nocnegHue He-
CKONbKO MECSALEB K AnarHo3y Ao6aBneHo OCMOXHEeHue
kaHavuagosom. [onyvaer aHTUrMCTaMUHHBIE Mpenaparhbl
n utpakoHason. Co crnoB martepu, pebeHoK poawuncs
B CPOK OT BTOpOW GepeMeHHOCTM, KoTopas npoTekana
HopmarbHo. MepBbIi pebeHok, aeBoyka 14 net, 30opo-
Ba. Bec npu poxgeHun 3400 r. BckapmnusaHue rpya-
Hoe. BnepBble 06paTunn BHUMaHWE Ha MI0X0N pOCT BO-
noc, U3MeHeHWe HOrTen, WwenyLleHne Ha nagoHsax ¢ 7-8
MecsaueB. ATU sIBNEHMS HapacTanu, Ha NafoHsX U CTo-
nax nosiBNSANUCh TPELUMHBI, KOXa NafloHen 1 cBoga CTonN
yTonuianacb. Jleuunucb y neauMaTtpoB U anmeprorioros.
Mpu nepBom o6GpalLeHnn K gepMaTororam 3arnogo3peHo
reHeTnyeckoe 3aboneBaHve: BPOXAEHHbIN OyrnesHbin
3NMAEPMONN3 NOrPaHNYHBIN UMW OUCNNACTUYECKNIA, Tak
Kak Ha NagoHsX ObinNyM TONCTOCTEHHbIE BonbLune ny3bl-
pu. Ho aHann3 nutepartypbl, KNMHU4eckas kapTuHa 3a-
H6oneBaHNsi NO3BONWM NOCTABUTL AMArHo3: kepatoaep-
musi OnmcTtega. MaTepu 6Gbino npegnoxeHo caenatb
reHeTUYEeCKNn aHanm3, OT Yero oHa OTkasarnacs.

O6bekmusHo. MNopaxeHune koxu mMHoroovarosoe. Oc-
HOBHas fokanu3aumsi: KUCTU pyk u ctonbl. ObpawyatoT Ha
cebs BHMMaHne GrnegHo-cepbIvi LBET KOXK Nuua, Lweny-
LLEHNE N CyXOCTb ryD, rmunepkepaToTU4eckue y3emnkun Ha
Koxe BOMnm3um kpacHom karMbl ry0, peakne, UCTOHYEHHbIe
BOMNOCbI Ha ronoee. B obnactu nagoHen: nuxeHnsaums

OTBeTCTBEHHbIN aBTOp — MonceeB AnekcaHap AnekcaHapoBuy
Ten.: +7(960)3547132
E-mail: S00102008@yandex.ru

W rynepkepaToTMYeckMe ovaru enTto-Geroro upeta ¢
rnyGoKMMY TpeLMHaMU, OKaliMeHHbIMU TONCTOA, NIOT-
HOW MOKpbILWKOW. Manblbl PYK UCTOHYEHbI, COTHYTbI B
crubatenbHble KOHTPaKTypbl. Ha nofoLBEHHON NoBepX-
HOCTM CTOM: o4ary runepkeparosa no BCen NoBEPXHOCTU
cToMbl, B 06nacTy ceofa — TpelyHel. ManbLbl cTon ToH-
kue. B MexbaroguyHol cknagke, nepexoas Ha obnactb
NMPOMEXHOCTU U Gefep, pacnoriokeHbl ovarn MEMNKUX
hONNUKYNSIPHbLIX Y3ErKOB, YacTb M3 KOTOPbIX MOKPbITHI
rMnepkepaToTMYeckuMmn paspactaHusiMu. HasHaueHo
neyeHune: peTuHona nanbMmuTaT no 3-4 Kannu Ha HoYb A0
1,5 — 2 MecsLEB KypcaMu; Hapy>XHO: KepaTonuTuyeckne
Ma3su 1 KpeMbI, YBMaXHSIIOLLME 1 CMsirYatoLe cpeactsa
(amoneHTbl). MocTaBneH Bompoc nepen neguaTpamu o
BO3MOXHOCTY Ha3HaYeHNs CUCTEMHBIX PETMHOMAOB (He-
OTUrasoH, aLeTpuTHH) (PUCYHOK: a, 6, 8, 2).

Takvum o6pasom, onmncaHue 3Toro KIMMHUYECKOTro Cry-
Yyasi MpefcTaBnsieT UHTepec U3-3a PefAKoCTU AAHHOro
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Ouaru rmnepkeparosa: a — B obnactu pTa 1 HOCa; 6 — Ha MOOOWBEHHbIX o8epxHoCcmsx, 8 — Ha 11a00HSIX;
2 — BOKpYr aHasibHOro oTBepctusa

reHeTnyeckn obycnoeneHHoro gepmato3a. C apyrow
CTOPOHbI, 3TO Cry4al He TONbKO HenpaBWibHOW Aua-
FHOCTMKW, HO M HEeOBOCHOBaHHOrO rneveHuss pebeHka,
HernpaBuWIbHOW OpMeHTauMn matepu B yryyLleHnun npo-
rHo3a ero 3aboneBaHus U Ka4ecTBa XKU3HU.

KoHdnukT nHTepecoB OTCYTCTBYET.

ABTOpCKMI BKNap: HanucaHne ctatbn — H.A. Cne-
capeHko, A.B. MoppucoH, B.M. MapueHko, A.A. Mouce-
eB, A.B. YnaHoBa, A.lO. [lo6aovHa; yTBEpXOEHNE PYKO-
nucu ansa nyénukaumm — H.A. CnecapeHko.
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Mcopnas — XpoHW4eckuii aepmatos, NposiBnsoWmMinca 4oGpokadecTBEHHOW rnepnponudepaumen anuTenmo-
UMUTOB, HapyLleHneM ux avddepeHumaumm n kepatuHmnsaumm. B gepmatonormm nonumop6buaHocTs LOBOMBHO pac-
NpoCcTpaHeHa n akTyanbHa, HO BMECTE C TeM HEeLOCTaTo4HO M3yyeHa. [copuas y 6onbHbIX ¢ BUY-nHdekumen yacto
npoTeKaeT Ype3Bbl4aNHO TSHKENO U MITOX0 NOAAAETCA CTaHAAPTHBIM METOAAM Tepanuu, YTo AenaeT npobnemy mccne-
[OBaHUSA KITUHWKO-MMMYHOIOrMYECKNX OCOBEHHOCTEN TeYeHMs ncopuasa y Takux naumeHTOB akTyanbHoW. bonesHb
3HAYMTENbHO YXYALAET KA4YeCTBO XN3HU, CHDKAET paboToCnoCOOHOCTb 1 couManbHy akTMBHOCTb NauueHToB. B pa-
0oTe NpencTaBrneH KIMHUYECKUIA Criydan, B KOTOPOM BUOOU3MEHEHNE KIMHUYECKON KapTWHbI U arpeCcCMBHOCTb Teye-
HUsi ncopmasa obycnosrneHa KOMOPOUAHOCTLIO NATONOrNN, YTO TPEBYET NPUMEHEHUS MEXONCUMUMIMHAPHBIX Nie4ebHo-
OMarHOCTUYECKMX NOOXOAO0B.

KntoueBble cnosa: BUY-uHdekums, ncopras, nonumopouaHoCTb.
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