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B ctatbe paccmarpmBatoTCa 3TMoNaToreHeTnHeckne pakTopbl BOZHUKHOBEHNS NPOrPeCCUpPYIOLLEN CUM-
METPUYHON 3pUTpOoKepaTtofepMuy [oTTpoHa, XapakTepruayroLLENCA NPenMyLLeCTBEHHO ayTOCOMHO-AOMU-
HaAHTHbIM TUMOM HacneaoBaHnsa U OTHOCHLLIENCH K PaCCTPONCTBAM OPOrOBEHUA C MOBbLILLUEHHOW 3NUAep-
ManbHOW KNEeTOYHOW Nponudepaumeit.

[MpviBEOEHbI KMTMHUKO-MOPAONOrMHECKNE KPUTEPUM, HA OCHOBaHNM KOTOPbIX MOXHO BEPUMULIMPOBATL 3Ty
naTonorunio, Takme Kak: Ha4ano 3aboneBaHnsa B AETCKOM BO3PAaCTe; YETKO OTrpaHNYeHHbIE NOMNUMKINYHbIE
PUKCMPOBaHHbIE TMNEPKEPATOTUHECKME ONALLKM C Y3KUM 3PUTEMATO3HBIM BEHYMKOM Y PE3KO O4EPHEHHbBIM,
nHorga rmnepnUrMeHTMPOBaHHbLIM KPaeM, PACMONOXKEHHbIE CUMMETPUYHO Ha KOXKE TOMOBbI, ArOAWLL, KOHEY-
HOCTEW, HE CKIOHHbIE K BbICTPOMY Nepudepn4ecKoMy pocTy; 60MbLLas YacToTa N1afoHHO-NOAOLLBEHHOM
KepaTtofepMuK, a TakxKe xapaktepHble na 3pUTPOKEPATOAEPMUIN TMCTONOMMYECKNE UBMEHEHUS.

OnuncaH pegknin KNMMHUYECKUI ClyYan ayTOCOMHO-PELIECCUBHOM NPOrPeCCUPYIOLLEN CUMMETPUYHOM
apuUTpoKepartofepMuy [oTTpoHa, OTMYatoLLEencs Ce30HHbIMU M3MEHEHUAMIN KOXXHO-NMATONOMYEeCKOro
npolecca — nosiBNEeHNEM BbIChINaHUIA 3UMOIM 1 NOMHBLIMW PEMUCCUSAMU B NETHEE BPEMS.

Knto4eBble cnoBga: 9pUTPOKepaTofiePMUsi MPOrpeccupyioLLias CUMMETPUYHas, KNMHUKO-MOPMONoruiyecKue Kputepum

KOHMAMKT MHTEPECOB: aBTOPbI 3aABMAOT 06 OTCYTCTBUM MNOTEHLMANBHOrO KOHMIIMKTA UHTEPECOoB, TpebytoLlero
pacKpbITUs B AAHHOW CTaTbe.

Onsa umtmnpoBanHua: Tamw M. M., Ceivea H. 1., Boitko H. A., LLlaBunosa M. E., Mcasok ®. A. MNMporpeccupytoLiias
CUMMETPUYHAsS 3pUTpoKepatoaepmmsa FoTTpoHa: pedkuii Cnyvan n3 npakTnkn. BeCTHUK oepmaTonormv 1 BEHepono-
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Rogressive symmetric eritrocarotodermia Gottron:
A rare case
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The article deals with ethiopathogenetic factors of origin of progredient symmetric erythrokeratodermia of
Gottron which is mainly characterized by autosomal dominant mode of inheritance and is classified as a
disorder of cornification with extra epidermal cellular proliferation.

Clinicopathologic criteria on the basis of which this pathology can be verified are described here, such as:
onset of a disease at an early age, strictly divided polycyclic, fixed, hyperkeratotic plaques with a narrow
erythematic crown and a clean-cut, sometimes hyper pigmented edge, which are symmetrically located
on skin on head, buttocks, limbs and are not prone to quick peripheral growth; large frequency of palmo-
plantar keratoderma and also histological changes typical of erythrokeratodermia.

The article describes a rare clinical case of autosomal-recessive progredient symmetric erythrokera-
todermia of Gottron which is distinguished by seasonal changes of skin pathological process — emer-
gence of rash in winter and complete remissions in summer.
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Il OputpokepaTogepmus  nmporpeccupylowas  CMMMeET-
puvyHaa (OMC) loTTpoHa npepcTaBnsieTr cobor penkui
reHofepmaro3 C MpenMyLLeCTBEHHO ayTOCOMHO-AO0MMU-
HaHTHbLIM TUNOM HacnefoBaHWs, OTHOCALLIMIACA K pacCTpon-
CTBaM OpPOrOBEHUSI C MNOBLILLIEHHON 3anuaepmanbHOW Kre-
To4HoM nponudbepauuent [1, 2]. Bnepsbie 3INC onucan
Oapee B 1911 r., a B 1922 r. [OTTPOH Aan HaMMeHoBaHWe
aTon naTonorum [3, 4].

OnucaHbl oTaesnbHbIE ClyYan ayTOCOMHO-PELLECCUBHO-
ro Tvna HacnegosaHusa JC, korga KNMHUYECKNE NposiBIe-
HWA 3a60neBaHUsa BO3HMKaIM y roOMO3UroT C peLeCCUBHBIM
TUNOM HacnepgoBaHus [2, 3, 5].

B ocHoBe natoreHesa 3abonesBaHus NeXuT MyTauus
reHoB GJB3 n GJB4, kognpyoLLmMX NONNTOMHbIE MHTErparb-
Hble MembpaHHble 6enkn — KoHHekcnH Cx31 n Cx30.3 co-
OTBETCTBEHHO, 06ecneymBatoLLmMe MEXKNEeTOYHOEe B3anmo-
OencTene nytem opMMpoBaHna LLENeBUAHbIX KOHTaKTOB.
B koxe koHHeKcuHbl Cx31 n Cx30.3 aKkcnpeccupyroTcs Ke-
patuHouMTamMn B 3EPHUCTOM Cfloe 3nuagepMmca U urparot
KNIOYeBYI0 pornb B npoueccax nponudepaumm un gndde-
peHUMpPOBKM KepaTuHoumTos [1, 5, 6].

MepBble cumnTombl AMC nosBRsAOTCA B MnageH4ye-
CKOM BO3pacTe unu B paHHeM JgeTcTBe. 3abonesBaHune xa-
pakTepuayeTcs YeTKO OTrPaHNYEHHbIMU MOAULMKINYHBIMA
(PUKCUPOBAHHBIMU  TUNEPKepaTOTUYECKUMKN  BnsLLKamMm
C HEXHbIMM YeLLyKaMuy, Y3KUM 3pUTEMATO3HbIM BEHYMKOM
N pPe3Ko OYepyeHHbIM, MHOrga rmneprnmrmMeHTUPOBaHHbIM
kpaeM. BbicbinaHns pacnonoxeHsl CUMMETPUYHO Ha rono-
Be, Arogmuax, KOHeYHOCTAX (NpenmyLLIeCTBEHHO B 061acTu
KONMEHHbIX U JIOKTEBbIX CycTaBoB). Koxa TynoBuula valie
BCEro OCTaeTCA HEMOPAKEHHOMW. Y 60NbLUMHCTBA BOSbHbIX
HabnogaeTcs  NafoHHO-MOAOLLBEHHAA  KepaToaepMust.
MposiBneHuns nHorga conposoxgarTesa 3yaom. Murpupyto-
e oyaru apuTemsl Ans 3Ton popMbl 3puTpoKeparTonep-
MUI He xapakTepHbl [1-3, 5, 7].

HauunHasce B paHHeM fieTCcTBe, NpoLecc CTabunuanpy-
eTcs Yyepes 1-2 roga 1 4acTo perpeccupyeT K nybepTaTHo-
My nepuogy [4]. Nogo6HO BapuabenbHOM KepaTogepmuu,
Or1C He MMeeT CEe30HHOIO XapakTepa U3MeHeHu [2].

OnarHo3 3lNC ocHOBbLIBAETCA Ha HaIU4YUKU  KIUHU-
YeCKUX MPU3HaKoB 3abofieBaHUs U OaHHbIX UCTONOrn-
Yeckoro wuccrnefosaHusa. [lpy rucTonorn4eckom umccne-
0OBaHWM BLISBAAIOT OpTOrunepkepaTo3 ¢ okanbHbIM
napakepaTo3oM, HepaBHOMEPHLIA akaHTO3 anuaepmuca,
XOPOLLO BbIPaXEHHbIN, UHOrAa YTOSLLEHHBIN 3epPHUCTbLIN
CfIor, NanuniIoMaTo3 u nepuBackynsapHble numdoumtap-
Hble MHPUNLETPaTLI B BEPXHEn Yactu gepmel [1, 2, 5, 7-9].
Mpn 3NEeKTPOHHO-MUKPOCKOMWUYECKOM UCCefoBaHNN Ha-
énogaloT gedhekT kepatvHM3auMmM B BUAE YMEHbLUEHUS
KepaTMHOCOM B 3EpPHUCTOM Cfloe W arperauynm ToHodmna-
MEHTOB B AncKepaToTu4eckumx Knetkax [1].

OudbcbepeHumansHas awarHoctvka 3lMC  nposogutcs
C gpyrumu chopmamMmn SpUTPOKEPaTOAEPMUA, BEPPYKO3HLIMM
anuaepmanbHbIMU HEBYCaMu, cuHapomMom HeteptoHa [1, 3, 5).

BonbHbBIM 3pUTPOKEpaTOAEPMUAMMN HA3HAYaKOTCH CU-
CTEMHble peTMHOMAbl — auMTPeTUH (HEOTUra3oH) B o3e
0,5—1 mr/kr B cyTKn. PekomeHZoBaHa NOCTOSHHAsA Hapyx-
Has Tepanus CMAr4arLLMMK, YBRaXHAOLLMMU, a TaKXe Ke-
paTtonMTU4eCcKUMU cpeacTeamu, cogepXallummm cannumno-
BYIO, MOJIOYHYIO KNCNOTbI, MOYeBUHY [1, 4, 5, 7, 10].

Mpu nNnaHnpoBaHUn 6epemMeHHOCTN HEOBXOANMO MPo-
BefieHVe MeJMKO-TeHETUYECKOro KOHCYNsTupoBaHus [1].

Onsa nnnocTpaumm oco6eHHOCTEN KIMHUYECKOro Teve-
HWA 3pUTPOAEPMUIA MPUBOAUM COOCTBEHHOE KIMHUYECKOoe
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HabntopeHne 6onbHolr AMNC ¢ pegkMm ayToCOMHO-peLiec-
CVBHbIM TUMOM HacrefoBaHus.

MaumneHTka B. 21 roga o6patunack B oeBpane 2017 r.
Ha KOHCYNbTATMBHBIN MpUEM C Xanobamu Ha KOXHble Bbl-
CbinaHusi, CONPOBOXAAOLLMECS NEPUOANYECKM BO3HUKAIO-
UM 3yOoMm.

N3 aHamHe3a. Pocna n pasBuBanacb COOTBETCTBEH-
HO BO3pacTy. AnneprosiorMiecknini aHaMHe3 He OTAMOLLIEH.
B petctBe oTMeYaeT anunenTudeckme npunagkn, Kotopble
NPOLLNN K MogpOCTKOBOMY BO3pacTy. Takxe nepuoauye-
CKUM 6ecnokounnn 6051 B KOSIEHHbIX CyCTaBax.

CuunTaeT cebst 60/bHON C 6-NeTHEro Bo3pacTa, koraa
6€e3 BUAMMOW NPUYMHBI Ha KOXKE KONeHen NOSIBUITUCH 3puTe-
MaTO3HO-TMnepKepaToTU4eckme BNALWKN. 3aTeM OHW yBe-
NMYnNNCL B pasmepax M MosiBUIMCb aHanornyHble BbIChI-
naHusl Ha 6egpax M BEPXHUX KOHEYHOCTSIX. JleTom 6onbHas
oTMeYaeT MosHyo pemuccenio. PaHee npu o6palleHnu B no-
JIMKIIMHUKY MO MECTY XUTeNbCTBa 6bln yCTAHOBNEH Aua-
rHO3 «asnepru4yeckuin JepmartuT», HadHa4eHbl Tonn4eckme
KOPTMKOCTEPOUAbI U aHTUIMCTaMUHHbIE CPEeAcTBa, HO 3d-
heKTa oT NleyeHus NpakTU4ecku He 6b1no. BonbHyto 6ecno-
KOWS Nepuoamyeckuin 3yn U KocMeTnydeckoe Heypno6CTBO.
Mpun c6ope aHamHe3a BbISCHMIOCH, YTO NOAOGHbIE KOXHbIE
BbICbINaHUsi UMEIOTCA Yy ee OBOIOPOLAHON CECTPbI.

06BbeKTUBHO. [Mpy ocMOTpe NaToNnorMyecknii NpoLece
Ha KOXXe HOCWJ1 pacnpoCTpPaHeHHbIN, CUMMETPUYHbIN Xapak-
Tep. MNpepcTaBneH apuTeMaTo3HO-rMNepPKeEPaTOTUYECKUMU
6nAlKaMM NPUYYOIMBLIX OYEPTaHUI C Y3KMM 3puTema-
TO3HbIM BEHYMKOM MO Nepudepmm N pe3Ko OYepHEHHbIM,
MecTamu rMnepnurMeHTMpPoBaHHbIM Kpaem. B ueHTpanb-
HOW YacTu o4aroB HabsOLANOCk BblIpaXeHHOe MesnKonna-
CTMHYaTOE LuenyLleHne. BbicbinaHms 6binn pacrnosioxXeHbl
CYMMETPUYHO Ha KOXe Npeanieynin, B 06nacTn Hapy>XHOM
noBepxHOCTU 6efep, KOMEHHbIX, FOIEHOCTONMHbLIX CYyCTaBOB,
TbITbHbIX MOBEPXHOCTEN KMUCTer 1 cTon (puc. 1a—x). Ha na-
[JOHSIX 1M MOJOLLBEHHbIX NOBEPXHOCTAX CTOMN Habnoganuch
rmnepkepatoTnyeckue Hacrnoexus (puc. 1g). Ha koxe ro-
JIOBbI 1 TYNOBULLA, a TakXe CNUM3NCToN 0605104Ke NOMoCTH
pTa BbICbINaHWi He 6bINO.

Mpn o6cnepoBaHuK: B KIMHUYECKOM aHanu3e KpoBM,
o6LLeEM aHanM3e MoYM U BUOXMMNYECKOM aHanmse KpoBu
naTosiorm4yeckn 3Ha4yMMbIX OTKITIOHEHWA OT hn3nonoruye-
CKWUX 3Ha4eHWI He BbISBIEHO.

OracC. 3aknoyeHune: aTpoUHECKUA racTpuT.

lMmcTonormyeckoe uccrnepoBaHne 6uonTata KOXU
13 NaTONOrMYEeCKOro o4ara, pacnosnaratoLerocsi B o6ractu
neeoro koneHa (puc. 13). Munepkepatos3. O4yaroBbii na-
pakeparto3. QonnmnKynsapHbii rmnepkepatos. CnaboBbipa-
XEHHbIA aKaHTO3. 3epHUCTbIA CNOW HECKOSbKO YTOJLLEH.
Manunnomato3. B BepxHMX oTgenax [OepmMbl MPOCBETHI
COCY[OB pacLUMpeHbl. YMEPEHHO BblpaXeHHbIE NepuBackKy-
NsipHble rncTMonMMmdoumTapHble MHpUNLTPATHI.

3aknodeHne. Mopdhonornyeckas KapTMHa ¢ y4eToMm
KIMTMHNYECKMX AaHHbIX B 6ONbLUENA CTENEHN COOTBETCTBYET
3pUTPOKEPATOAEPMUIM.

Ha ocHoBaHWMM KIMMHWYECKOW KapTWHbI U OaHHbIX Tu-
CTONOrMYecKoro nccnefoBaHust 605bHON Oblfl NoCTaBneH
OMarHo3: nporpeccupytowas CMMMeTpuYHas 3puTpokKe-
paTtoaepmusa NoTTpoHa.

MauneHTKe 6bIMM Ha3Ha4YeHbl CUCTEMHbIE PeETUHOUARI,
HecTepouaHbIe NPOTMBOBOCNANUTENbHbIE M @HTUMUCTAMMH-
Hble npenaparbl, renaTonpoTeKTOPbI, raCTPONPOTEKTOPbI,
cefaTvBHble npenapaTbl. HapyXHo: KepaTtonutuyeckune
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Puc. 1. Knuhuko-mopaonornyeckie nposienequs 3MC. bonbHas B. A—XK — CUMMETPUYHO PACNON0KEHHbIE 3PUTEMATO3HO-TUNEPKEPaTOTUHECKAE BbIChINAHNS Ha KOXE BEPXHUX
11 HIDKHUX KOHEYHOCTEIA; 3 — rMNEpKEepaTo3 C y4acTkamy Napakepatosa, CiaboBbIDAKEHHbIA akaHTO3, 3EPHIUCTbIA COM YTONLLEH, B COCOYKOBOM COE AEPMbI CKYAHbIE NepUBaCc-
KynsipHble MMAOrACTUOLMTAPHbIE MHAMABLTPATHI. OKpacka reMaToKCuMH-3031HOM. YB. x100

Fig. 1. Clinical and morphological manifestations of progressive symmetrical erythroceratoma. Patient V. A=K — symmetrically located erythematic-hyperkeratotic rashes on

the skin of the upper and lower extremities; 3 — hyperkeratosis with areas of parakeratosis, mild acanthosis, thickened granular layer, scarce perivascular lymphohistiocytic
infiltrates in the papillary layer of the dermis. Hematoxylin-gosin staining, magn. x100
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(5-10 % canuuunoBas Masb), CMAr4atoLme U yBaXHS-
lowme cpefcTea (asyneHoBbli kpem, Jloko6ens Punea),
Hapy>XHble [MIOKOKOPTUKOCTEPOUAHbIE cpefdcTBa (Masb
Onokom). Ha choHe neveHns oTmedvanacb NONOXuUTENbHas
OVMHaM1Ka KOXHOro npotecca.
*kKk

B nnaHe gnddepeHumnanbHor guardoctukn ArC Ha-
nomMuHaeT BapuabenbHyo apuTpokepatogepmuto MeHgeca
na KocTbl, ogHako Ans MocriegHen xapakTepHO Hannuve
MOCTOSIHHO N3MEHSIIOLLIMXCSA MO KOHMMrypaumm BbiCbINaHUNR,
KOTOpble MOTYT 6bITb BbI3BaHbl BHELLHUMW MEXaHU4ECKUMM
BO3QENCTBMAMM N U3MEHEHMSIMU TemnepaTypsbl, B TO Bpe-
mMs kak npy OMNC murpupytoas aputemMa He HabnogaeT-
cs. Takxe ans AMNC 6onee xapakTepHO HanM4ne nagoHHO-
nopoLuBeHHon kepartogepmum (1, 11].

lMMcTonormyeckoe nccnenoBaHWe He ABMSETCA CTPO-
ro cneumduyHbIM AN OTAEMbHBIX HO30510rM4eckux chopm
aputpokepatogepmun [5]. [InarHo3 ocHOBbIBAETCA B Nep-
BYIO o4epefb Ha xapakTepHon ansa OMNC KnMHU4eckom Kap-
TWHE BbICbINAHUA — CUMMETPUYHbBIX (IUIYPHBIX 3pUTEMA-
TO3HO-TUNepKepaToTMHECKMX oHarax.

OlNC HyxHO AnddpepeHumpoBaTb OT BOCMANUTENb-
HOro Beppyko3Horo anugepmansHoro Hesyca (ILVEN),
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KOTOPbIA TakXe XapakTepusyeTcs MpudyanuBbIMU U3BU-
TbIMW TUnNepkepaToTudeckumn odaramu [5, 12]. OgHako
B oTnnyme ot aputpogepmum ILVEN o6bi4HO nposiBnseTcs
yHuUnarepanbHbIMU NIMHEVHbIMW 60pofaByaTbiMU BbiCkbINa-
HUAMM BOOMb NMHUIM Bnallko B coveTaHnm ¢ peumamBupyto-
UMW BOCMANUTENBbHBIMU U3MEHEHUSMW, KOTOpblE UMEIOT
BUI XPOHUYECKMX MCOPUA3NOPMHBIX UK 3K3eMaTO3HbIX
BbICbINAHUA, @ He MONULMKITNYECKUMU CUMMETPUYHBLIMU
3pUTEMATO3HO-TMNepKepaToTUieCKUMmn 6nawkamm. Mcro-
norudecku npu ILVEN, kak 1 npu 3rC, HabnogaeTcs opTo-
KepaTo3, napakepaTos, YyMEePEeHHbIN akaHTOo3 1 nanunioma-
TO3, O[IHAKO XapaKTepHON MMCTONOrM4eCckom 0CO6EHHOCTbLIO
HeByca sBNAeTCA YepefoBaHne CTONIBUKOB OpToKepaTo3a
1 napakeparosa B poroBoM Cloe, y4acTKM CMOHr1o3a ¢ oK-
30LMTO30M NTIMMAOLIMTOB U BbIpaX€EHHbIE BOCMNanUTeNbHbIe
MHPUNBETPaTLl B BEPXHUX oTAenax aepmsl [12].

Taknm 06pasom, Mbl AEMOHCTPUPYEM pedKUin KINHU-
YeCKUIM cryvan nporpeccupyloein CMMMETPUYHON 3pUT-
pokeparogepmMumn [OTTpoHA C @yTOCOMHO-PELIECCUBHbIM
TUMOM HacnefoBaHws, OTNNYaLENCcs Ce30HHbIMU N3Me-
HEHUsIMU KOXHO-MAaToNorM4eckoro npowecca — nossie-
HUEM BbICbINaHUN 3UMOW U MONHLIMU PEMUCCUAMM B NeT-
Hee spemsi. i
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