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KnuHuyeckui onbiT HabnoaeHNa U TaKTUKa BegeHUs
NnauueHTa ¢ 3KToAepManbHOMU aHrMAPOTUYECKOM
AUcnnasueu
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"YenAa6MHCKNI 06IIaCTHON KIMHUYECKWIA KOXHO-BEHEPONIOrMYeckni aucnaxcep, Yensaburck, Poccuitickan Oepepauns
Zl0sHo-YpasnbCKuil rocyaapCTBEHHbIA MeaULMHCKMIA yHrBepcuTeT, Yenabuek, Poccuitckan Oegepaumns

lMoHATME «3KTOLgepManbHble AMCNNa3MKU» 0XBATbIBAET MPYNMy peaKMX HACNeACTBEHHbIX aHOMaNMUM Pa3BUTUA, UMEILLMX
MHoroobpasume $heHOTUNUYECKUX BapUAHTOB, HO XapaKTEpPU3YIOLLMXCA 06LLMMM NpU3HaKaMM HeJOPasBUTUA MW aHOMa-
JIMAHOrO GOPMMPOBAHUA OPraHoOB U TKaHeW, MPOM3BOAHBIX IKTOLEPMAbHOMO JIMCTKA (KoXa U eé fepvBaTbl — HOITH,
BOSOCHI, 3y6bl, HEPBHAsA cUCTEMA U opraHbl YyBcTB). MpuMepHO 25% M3BECTHBIX 40 HACTOALLEMO0 BPEMEHMW 3KTOAEPMAbHBIX
AVCMNasuin HacnedyloTcA No ayTOCOMHO-LOMUHAHTHOMY MM ayTOCOMHO-PELIECCMBHOMY TUIMY, B OCTalbHbIX CAy4anAX Tvn
HacnegoBaHUA HeBbIACHEH. CMHOPOM XapaKTepuU3YeTCA LUMPOKUM CMEKTPOM KIIMHUYECKUX MPOABNIEHWA U MOMKET BKIIIO-
YaTb JOMOHUTENbHBIE CUMMTOMbI MOPaXKeHUA APYrux SKToAepManbHbIX, Me304epManbHbIX U SHL0AEPMANbHbIX CTPYKTYP.
JKTOAEpMarbHblE aHOManUU — MpOABNIEHWE HApYLUEHWIA B NPOCTPAHCTBEHHO-BPEMEHHOM KOOPAMHALMM B X0O4€e PasBu-
TMA anuaepMuca. B HUX yuacTByIOT Takue reHbl, Kak EGF (anmgepManbHblin daktop pocta), EDT (skToamcnnasut), EDAR
(aHrmpgpoTUYeckui peuenTop akTogMcnnasvHa 1) u gpyrue, akTvBMpyloLWwWe UnK nodaBnAlLLMe GaxkTopbl TPaHCKPUNLMK
(B yacTHocTm p63; Koster). BoifBneHo noka nviwb okono 20% reHos, oTBevaloLmx npuMepHo 3a 200 3KTogepManbHbIX auc-
MNasui pasnmyHoi CUMNTOMATMKU U CTEMNEHWU BbIPAHKEHHOCTH.

B craTbe onucbiBaeTcA KNMHUYECKoe HabniofeHWe naumeHTa ¢ peikMM 3aboneBaHWeM — 3KTOAEPManbHOM aHruapo-
TYecKkon aucnnasven. MNpefcraBneHHbl AaHHble IUTEPATYPbl 0 KNMHUYECKMX 0COBEHHOCTAX TeYeHWA [epMaTo3a, B TOM
uKcne Y ONUCbIBAEMOrO HaMK NaLMeHTa.

KnioueBble ciioBa: aKTOAMCNNasuH-A; sKTodepManbHad aucnnasua; cuHapoM Kpucta—CuMeHca—TypeHa; red EDA;
cuuapoM KnaycToHa.
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Clinical experience of observation and tactics
of management of a patient with ectodermal
angydrotic dysplasia
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The concept of “ectodermal dysplasias” covers a group of rare hereditary developmental anomalies that have a variety
of phenotypic variants, but are characterized by common signs of underdevelopment or abnormal formation of organs and
tissues derived from the ectodermal layer (skin and its derivatives - nails, hair, teeth, nervous system and sensory organs) ...
Approximately 25% of ectodermal dysplasias known to date are inherited in an autosomal dominant or autosomal recessive
manner; in other cases, the mode of inheritance is unclear. The syndrome is characterized by a wide range of clinical mani-
festations and may include additional symptoms of damage to other ectodermal, mesodermal, and endodermal structures.
Ectodermal anomalies are a manifestation of disturbances in spatial-temporal coordination during the development of the
epidermis. They involve genes such as EGF (epidermal growth factor), ED1 (ectodisplasin), EDAR (anhydrotic receptor ecto-
dysplasin 1) and others that regulate the activity of genes involved in epidermal morphogenesis by activating or suppressing
transcription factors (in particular, pb3; Koster). So far, only about 20% of genes have been identified that are responsible
for about 200 ectodermal dysplasias of various symptoms and severity. This article describes the clinical observation of a
patient with a rare disease - ectodermal anhydrotic dysplasia. The literature data on the clinical features of the course of this
dermatosis, as well as the features of the course in this patient are presented.
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KIMH1YecKmia cyyan

BBEOEHWUE

MoHATME «3KTOAEepMarbHble AWMCMNasuM» OXBaTbiBa-
€T IPpynny peaKux HacnefCTBEHHbLIX aHOManWi pPasBUTHA,
MMelLMUX MHOroobpasve QeHOTUMUYECKUX BapMaHTOB,
HO XapaKTepu3yloLMxca 06LLIMMI NPU3HAKaMK Helopa3Bu-
TMA UK aHOMaNMMHOro GOPMMPOBAHWUA OPraHoOB U TKaHEN,
MPOU3BOLHbBIX 3KTOEPMaNbHOr0 IMCTKA (KoMa U eé nepu-
BaTbl — HOITW, BOJOCkHI, 3ybbl, HEPBHasA CUCTEMa U opra-
Hbl 4yBcTB) [1, 2]. BbiABneHo noka nuwwb okono 20% reHos,
oTBevalowmx npuMepHo 3a 200 sKkToaepManbHbIX Aucnia-
3UM Pa3NMYHOA CUMMTOMATUKM W CTENeHU BbIParKeHHO-
cTu. lpuMepHo 25% M3BECTHLIX 40 HACTOALLEro BPEMEHU
3KTOAepMalbHbIX OMCMNasuii HacnedyloTcAa No ayTocoM-
HO-AOMWUHAHTHOMY W/IM ayTOCOMHO-PELIeCCUBHOMY TUMY,
B OCTaNbHbIX Cly4asax TUM HacnefoBaHUA HEBbIACHEH [3].

JKTOAEPMabHBIE aHOMAIMW — MPOABNEHNE HApYLUEHUI
B MPOCTPaHCTBEHHO-BPEMEHHOM KOOpAMHALMK B Xofe pas-
BUTUA 3NMepMuca. B HMX y4acTBYIOT TaKue reHbl, Kak EGF
(snmpepManbHbIi daKkTop pocTta), EDT (3KkTogmcnnasuH),
EDAR (aHruppoTMYecKnii peLentop 3KTogucniasuHa 1)
W Opyrue, perynmpytoLme akTMBHOCTb GaKTOPOB TPAHCKPUN-
umm (B vacTHocTH p63; Koster). BbisiBneHo noka NuLLb 0Kofo
20% reHoB, oTBeUaloLLMX NpuMepHo 3a 200 3KToaepMaribHbIX
AMCNNA3nM Pa3NUYHON CUMNTOMATMKM U CTEMNEHMN BbIPareH-
HocTu. [lo NpoBefeHMA FeHETUYECKOr0 UCCNea0BaHUA pas-
NMYHbIE GOPMBI 3KTOEpPManbHbIX AMUCINIA3MiM NOAPa3aenaT
cornacHo npegnoeHHoit Pinheiro u Freiere-Maia knaccu-
GUKaumK, roe Kawaaa pasHOBMOHOCTb 3KToAepManbHOM
AWCNasumn BKAoYaeT B cebA pasnnyHble KOMOMHALMKU CUM-
MTOMOB — OT NETKMX [0 TAMKENbIX.

KITACCUOUKALIUA PINHEIRO
U FREIERE-MAIA

Fpynna A: aHoManum pasBuTUA MUHUMYM B [IBYX Knac-
CMYECKMX KTOLIepManbHbIX CTPYKTYpax (4acTU4HO B coveTa-
HWW C APYrMMM fedeKTamm):

1 — Bonochl;
2 — 3y6bl;
3 — Horty;

4 — noToBble Xenesbl;

5—npyrue pgedeKTbl HeMpo3IKTO4epMalbHbIX TKaHEN
(KepaTMHOLWTOB, MENaHOLMUTOB, 3HAOKPUHHBIX OPraHoB,
HEPBHOM CUCTEMBI, FNa3a, yXa, MOMIOYHbIX HeNE3, TUMYCa).

JKTpoepManbHasa auUcniasus ¢ y4acTUeM BCEX YETbIPEX
CTPYKTYp 0603Hauaetca popmynon 1-2—3-4; ecnm gedexThl
0TMEYalTCA NULLb B OTAENbHbIX CTPYKTYpaX, TO NPUMEHAET-
cA obosHaueHne 1-4; 2-3-4; 1-2 n 1.g.

Mpynna B: gedeKTbl pa3BuTMA MUHUMYM B OHOM U3 Bbl-
LUEHa3BaHHBIX KNAacCUYECKMX IKTOAEepMalbHbIX CTPYKTYP (c 1-1
Mo 4-10), @ TaKKe eLLE OAMH ANMaepManbHbIA Oe¢eKT.

MpuMepHo 25% W3BeCTHBIX [0 HACTOALLEro Bpe-
MEHM 3KTOJepManbHblX AMCMAA3ni  HacnegywTCA
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Mo ayToCOMHO-AOMMHAHTHOMY WM ayTOCOMHO-peLec-
CMBHOMY TUMY, B OCTaNbHbIX Cly4asx TUN HacnenoBaHus
HeBbIAACHEH [3].

®OPMbl 3KTOEPMAJIbHOM
AUCNNA3NA

B HacToALlee BpeMA NpUHATO BbIAENATb [BE OCHOBHbIE
dopMbl 3KTOfepManbHoOW AMCNasum — runoruapoTuye-
CKYI0 (QHTMOPOTUYECKYI0) U TMAPOTUYECKYIO.

X-cuennieHHaA 2uno2udpomuyecKas 3KModepMasibHas
ducnnazusd, unu cuHdpom Kpucma—-Cumerca—-TypeHa, —
caMas vactad ¢opMa 3KTOAepManbHbIX AMCMAasui, pac-
npocTpaHéHHocTb KoTopok coctasnaeT 1:100 000. Bnepsele
3abonesaHue 6bino onucaHo J. Thuraine B 1848 r., a bonee
nogpobHo — J. Christ u H. Siemens B Hauyane XX BeKa [4].
B knaccudumkaumm Freiere-Maia Tunusmpyerca Kak «A 1-2-
3—4», 4TO 03HAYaET NoparKeHne BCex NPMAATOUHbIX OpraHoB
anupepMuca.

PasBuTMe aHOManuii CBA3bIBAIOT C MyTaUMAMU reHa
EDA, petepMuHMpYlOWEro (OpMUPOBaHWE 3KTOLEPMb,
BCNEACTBME YEr0 HApYLLAETCA AaNbHeWLIee pasBUTUE Op-
raHOB U TKaHeM 3KToAepManbHoro npoucxoxaennsa [5]. Jlo-
Kanusauma reHa EDA 6bina BbifABNEHa KUTAWCKUMU U aMe-
pUKaHckummn uccneposatenamm P. Tao, L. Tyo, ®eHrom,
.. BpykcoM, 3aHMMaBLWIMMMKCA U3y4eHUEM 0COBEHHO-
CTeW HacnepoBaHUA X-cuenieHHoW $OopMbl aHrMapoThye-
CKOM 3KTOAEepMasbHOW AWCniasum cpeam npeacTaBuTesNen
MOHIONTbCKOW CEMbU C BPOXKOEHHON TMMNOQOHTUEN C MpU-
MEHEHWEM METO/la CEKBEHUPOBaHUA. 3aboneBaHne BbI3BaHO
MyTaumAMKM B reHe EDA, KoOMpyIOLLEM 3KTOAMCNNA3UH-A,
06yCnoBNMBaOLWMIA FMNONNA3MI0 OPraHoB U TKaHEW 3KTo-
[epManbHoro npomcxoxaenua [6, 7. Iktogmcnnasmi-A —
TpaHcMeMbpaHHbIM 6enok |l TMna cemelictBa ¢akTopoB
HEKpo3a onyxonu, KoaupyeMbld reHoMm EDA, wurpaet Be-
[yllylo pofib B GOPMMPOBaHUM U PasBUTAMU MPOM3BOAHBIX
3KToAepMbl. Pacno3HaéTcA skToaMcnnasvH-A-peLenTopom,
1 N0 Mepe KOMMJIEMEHTapHOr0 CBA3bIBAHWUA aKTUBHOTO LIEH-
Tpa b6efKa ¢ MraHaoM (peLenTopoMm) OCyLLECTBAAETCA NPo-
LLeCC CUrHabHOM TPAHCAYKLMM OT KNETKM K KINETKe, a Takke
aKTMBauUMA (GaKTOpPOB TpaHCKpUNumMK. B pesynbrate pocTa,
Mobunusaumm n ouddepeHLMpOBKU KNETOK, Perynmpyembix
UMTOKMHaMK [8], Ha onpefenéHHbIX yyacTKax 3KTOLEepMbl
obpa3sytoTcA nnakofbl (YTONLEHMA), BbIPOCTLI, BNAYMBA-
HWA 1 apyrue nogobHble 06pa3oBaHMA, KOTOPbIE B TEYEHME
[anbHeWLlero sM6pUoHanbHOro passuTuA aubdepeHumpy-
I0TCA B FOJIOBHOW M CMIMHHOM MO3T, NepuepruyecKkme HepBbl,
3y6HyI0 3MaJib, KOMHbIN MUTENMIA, NOTOBbIE W CalNbHbIE Me-
ne3bl, BOAOCAHbIE GONIMKYAbI, HOFTU U T.04.

Hacnegyetca cuenneHHo ¢ X-XpoMOCOMOW; M3BECTHBI
TaKKe ayTOCOMHO-PELIeCCMBHAA U ayTOCOMHO-A0MWHAHTHaA
(OpMbI, KOTOPbIE KIMHWYECKWU HEPA3NIMUMMBI. Y UL, MyH-
CKoro nona 3aboneBaHne NPOABNAETCA TAMKENEE, YEM Y HKEH-
LMH, U CUHOPOM MOJHOCTbIO NPOABAAET CeHA KNMHUYECKH.
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3aboneBaHue BCTpeyaeTcs y NpeLcTaBUTENEN BCEX pac, 04-
HaKo Yallie OnucaHbl Cy4aun cpeay eBporneovaos.

(OauuanbHble MPU3HAKM MMeEKT CBOM 0COBeHHOCTM
(facies anhidrotica): 6onbLuoi 106 ¢ BLICTYNAOLWMMM Hafd-
6pOBHLIMK AyramMn M NobHLIMK ByrpaMu («ONUMMUICKUIA
No6»), LUMPOKKE CKYNOBbIE KOCTM, 3anaBLUan NepeHocumLa,
ManeHbKUI CeANOBUAHBLIA HOC C FMMOMMa3nen Kpbijbes,
3anaBlMe LWEKKU, NOMHble BbIBEPHYThle Fybbl C NoTpe-
CKaBLUEWCA KpacHOW KalMOM, MacCUBHbIN Noa6opoAaoK,
bonbluve pepopMMpoBaHHble YW (ywwM catupa), TEMHasA
NUrMeHTaLmMA BOKPYT rnas, peakue bpoBu, 0TCyTCTBUE pec-
HUL. Y TaKMX NaUMeHTOB 04YeHb Mano 3y6oB, M OHW narto-
NIOTMYECKM M3MeHeHbl. Koka aHOManbHo TOHKaA, rnagKan
M 0YEHb CyXaA U3-3a CHUMKEHHOM QYHKLMM NOTOBbIX He-
né3. [Inq Bcex (popM XapaKTepeH BbIPaKEHHBIA FUNOTPUX03
C 04EHb TOHKUMMU, PEOKUMU, MEJJIEHHO PacTyLUMMK CBET-
nbiMn BonocaMu. CKygHoe 0BONOCEHWE B MOAMBILLEYHBIX
obnacTsax v Ha nobke. [MywKoBble BONOCkl 06bIYHO cOXpa-
HAITCA. Bo3MOXKHbI TOTanbHaA anoneuums, OHUXOAMCHNA-
3uA. [JoctatouHo yacto HabniopgaetcA UXTU3MOQOpPMHOE
wenyweHue, QoNNNKYNAPHBIA TMNepKepaTos, NafoHHO-
NofdOLIBEHHbIE KepaTofepMuu. [loTooTheneHve CHuKe-
HO WNW, pewe, OTCYTCTBYET MO BCEMY KOMHOMY MOKpPOBY,
33 UCKINIOYEHUEM MECT JI0KaNM3aLMm anoKpPUHOBLIX HENE3,
rOe OHO B 60MbLUEN UM MEHbLUEN CTENEHWU MOMKET COXpa-
HATbCA. HapyweHue QYHKLMIA NOTOBbIX ¥ené3 npusoauT
K NepUOANYECKOW TMNEPTEPMUM, A CaNbHBIX KENE3 U e-
Né3 cAM3NUCTbIX 060/104eK — K aTpOdUYECKOMY PUHWUTY,
XPOHUYECKOMY NapUHIUTY, KOHBIOHKTUBUTY U CTOMATUTY.
Habniopalotca atpoduuHble cnésHble, 6poHXManbHbIe He-
ne3bl U ¥enesbl NULLEBAPUTENBHOMO TPaKTa. Y 60NbHbIX
aHrMApOTUYECKON SKTOAEpPMabHON AMCnnasuei MMeeTcs
CKNOHHOCTb K aTonMYeckuM 3aboneBaHMAM (aTonUYecKui
LepMaTuT, 6poHXManbHaA acTMa, annepruyecknin puHAT)
[3, 5, 9-13]. NaumMeHTLl MMelOT CTapyeckuid BUA, o0bycnos-
NIEHHBIN CHVIKEHWEM HUMKHEW TPeTU Nnua, Npu MOoJIHOM
OTCYTCTBUM 3y60B M HanNMuMM Pe3KOM CynpaMeHTanbHOM
CKnagku [14]. TakuM o06pa3oM, KapTuHa X-CLEeneHHON
rMNOrMapoOTUYECKOM 3KTOAEpManbHOWM LUCNNAasuM CKna-
[bIBAETCA M3 OCHOBHOW TpUafbl CUMMTOMOB: FMUMONa3us
MOTOBbIX U CaNbHBIX ¥ENE3; rMMNonaa3va BONOCAHBIX Gon-
NIVKYNOB; OMCMOpQOreHe3 MAMKUX TKaHeW MONOCTU pTa
M annasma 3ybHbIX 3a4aTKOB.

ludpomuyeckasa sxmodepmasibHaA OUCNIA3UA, UU CUH-
dpoM KnaycmoHa, xapaKTepusyeTcA reHepanu30BaHHbIM
FMNOTPMX030M, OUCTPodMen Horten (pUdnéHble, MMeloT
BWUA CTUPanbHOW LOCKM) U NErKUM NafoHHO-NOAOLIBEH-
HbIM runepkepaTo3oM (no Knaccupmraumm Freiere-Maia
TUNU3MPYETCA Kak «A 1-2-3»). 3aboneBaHne Hacnemyertca
Mo ayTOCOMHO-A0MUHAHTHOMY TUny. Bonockl 0ueHb TOHKUe
W JIOMKWe, YacTo pa3BMBAeTCA Mporpeccupylowan yrpara
Bosoc. KonnuecTBo M GYHKUMA NOTOBLIX *KENE3 B HOPMe.
HononxutensHo YacTo HabnloaaloTcA rpAsHoO-cepas runep-
MUrMeHTaLUuA, pa3aparKeHne KOHbIOHKTUBGI M1as3, NTepuru-
YM 1 paHee 06pa3oBaHMe KaTapaKThbl [3].
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RIMHWYECKOE HABNIOAEHUE

B 2017 r. B nonmknuHury IbY3 «YensbuHckmii obnact-
HOW KIIMHWUYECKUN KOXKHO-BEHEepONIorMYecKUin amcnaHcep»
obpaTtunacb ceMbsi U3 . Tpouuka YenAabuHcKon obnactu
C anobaMu Ha CYXOCTb KOMHOMO MOKPOBA Yy WX pebEHKa
2016 ropa porkaeHua; aNM304UYECKOE NOBbILLEHME TeMIe-
paTypbl; BbICbINAHMA Ha KOXKE NNLA, TYNOBMLLA U KOHEYHO-
CTe; NepUoANYECKMIA 3yA,.

N3 aHamMHe3a n3BecTHO, YTO pebEHOK pounncA oT BTO-
poi bepemeHHocTU. HacToAwan 6epeMeHHOCTb npoTeKana
Ha dhoHe BEreTocoCyaMCTON AMCTOHWUM MO FMMNOTOHNMYECKO-
My Tuny. Poabl Ha 40-11 He 6epeMeHHOCTH NYTEM Kecape-
Ba ceyeHuA (M3-3a pybua Ha MaTKe 0T NpeablayLuei bepe-
MeHHocTK). lpu porkaeHun Macca Tena pebéHka 3058 r,
anuHa 53 cM, 7/8 6annos no Anrap. [epeBeaéH B peaHu-
MaLMOHHO- aHeCTe3UO0/I0rMYecKoe OTAeNEHNE, Ha 2-e CyT
¥M3HM 0TMEYEHO NogbEM TeMnepaTypbl Tena go 39,5°C;
K IPYOV NPUNOXEH Ha 2-e CyT; nepeBeféH B OTAENEHWE
MaTonorMM HOBOPOKIEHHBIX; JOMOM BbINMUCaH Ha 16-e cyT
C [MarHo30M aHrMapOTMYECKOMW IKToIepMalbHOM aucna-
3umn. Haxogunca Ha rpyoHoM BckapMamBaHum ao 13 mec
HU3HMU.

AHamHe3 3abo1esaHuA. boneH ¢ poXaeHUa: Koxa uMe-
na Bug uennodaHoBOn NNEHKK; Ha 2-e CYT — MOBbILLEHNE
Temnepatypbl Ao 39,5°C; npoBoamnack MHY3MOHHaA Tepa-
nuA. [eHeTUKOM Mo MeCTY *UTENbCTBA Ha 0CHOBaHUM deHo-
TMNa NaumeHTa 1 CeMeHOro aHaMHe3a BbICTaBJIEH AMarHo3
«CuHgpoM Kpucta—CuMeHca—TypeHa (aHrmopoTuyeckas
avcnnasus). JleyeHne No MecTy XUTENbCTBA TOMUYECKUMM
TNIOKOKOPTUKOMZAMM, aHTUIMCTaMUHHBIMU MpenapaTamu,
LMHKA MUPUTUOHOM, IMOJIMEHTAMM UMENO BPEMEHHBIN Mo-
NOMUTENBHBIA IPPEKT.

leHeanozuveckuli aHaMHe3. [leTanbHoe M3ydeHue re-
HeanorMyeckoro aHamMHe3sa fno3BOAWIO BbIABUTb TUMMYHYIO
POLOCNOBHYI0, MOLTBEPHOAIOLLYI0 X-CLEeNAeHHbIN peLec-
CMBHBIN XapaKTep HacnefoBaHuA natonorun. Hanmuue ak-
TOAepMarnbHoW AuUcnIasum 0TMeYanoch y fefia; MUHUMarnb-
Hble NMPU3HAKWU NPOABNIEHWA 3ab0NeBaHWUA MMENW POLHOM
bpat fefa M ero CbiH, ABOKOPOAHBIN b6paT, MaTb U cecTpa
MaTepy; y pogHOro 6OpaTa — aTOMUYEcKUW [epMaTuT;
y [BOIOpOAHOro 6bpata — 3KTOAepManbHasa Aucnnasus
1 aToNMUYecKni [epMaTur.

06veKmuBHO: BHELUHWUI BUA NaLMEHTa TUMWYEH W BKI0-
YaeT BCe NpoABNeHWA 3ab0NeBaHUA: ML C BbICTYNAOLWMUM
n6oM, HanbpOBHLIMM U CKYNOBLIMU Ayramu; nepuopbutans-
HaA OuCcTpodMA U MUrMeHTaLMA; OTTOMbIPEHHbIE HoMbLUKE
YLLIHbIE PaKOBMHbI (yLLUIM caTupa); CeIOBUAHBIA HOC; NOJHbIE
BbIBEpHYTbIe rybbl (puc. 1). OTMevaloTcA cyxocTb U bnep-
HOCTb KOMW TYNOBMLLA M KOHEYHOCTEMW; CM3ncTan 0bo-
NI0YKa pTa Cyxaf, COCOYKM A3bIKa CriareHbl. Bonockl TOH-
Kue, pedKue BNOTb 40 anoneuumu, Tycknble, becLBeTHble
UAK ManonurMeHTUpoBaHHble (pUc. 2); pecHULUbl U 6poBu
PenKue; MUNoJoHTMA C peKUMU [edOpMUPOBaAHHBIMM 3y-
6amu B popMe LWTbIpei (KoHM4ecKas ¢opma). Ha napgoHsax
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Puc. 1. TUNWYHBIN BHELUHWIA BAL NALMEHTa: IMLO C BbICTYNAOLIMM
N60M, HafbpOBHLIMM U CKYNOBBIMW [yramu; nepuopbuTtanbHas
BMCTPOdUA U NUrMEHTALMS; OTTOMbIPEHHbIE BoNbLUME YLIHbIE paKo-
BMHbI (YLUIM CaTMpa); CEANOBMAHbIN HOC; NOMHbIE BbIBEPHYTbIE My6bI.
Fig. 1. Typical patient appearance: a face with a prominent
forehead, superciliary and zygomatic arches, periorbital dystrophy .
and pigmentation, protruding large auricles (Satyr's ears), a saddle ~ P¥c. 2. BonocAHoit nokpoB naiuenTa.

nose, full inverted lips. Fig. 2. Sparse, thin, dull, discolored or slightly pigmented hair.

Puc. 3. YcuneHre KOMHOMO PUCYHKa, BbIpareHHas CyXocTb KoM Puc. 4. CUMNTOMbI aTonMYeckoro aepMatnTa ¢ TUMMYHOM JoKa-
nafjoHen. N3aument.

Fig. 3. On the palms, foci of lichenification were determined, an  Fig. 4. Symptoms of atopic dermatitis with typical localization,
increase in the skin pattern against a background of pronounced itching, lichenification, scratching, dyschromia.
dryness.
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ONPeREenATCcA 04arn NMXeHUPUKaLMK, YCUNEHNE KOXKHOTO
pUCYHKa Ha ¢oHe BblpaeHHOM cyxoctn (puc. 3). OTMe-
YaIOTCA CUMMTOMBI aTOMMYECKOro JepMaTuTa C TUMUYHOM
fIoKanu3aumen B 061acTu CKNAAoK, 3yA0M, IMXEHU3ALMEN,
pacyécamu, aucxpomuen (puc. 4).

B xope obcnenoBaHua npoBedéH anddepeHLManbHbIN
[WarHo3 ¢ aTonuyecknM LepMaTUTOM, UXTUO30M, IK3EMON,
3KTOEePManbHOM aHrMAPOTUYECKOM AMCNa3nen.

Pe6EHOK HarpaBneH Ha MeaWKO-reHeTM4ecKoe obcne-
A0BaHWe B MeanKo-reHeTUUECKMIA HayuHbliA LieHTp (MockBa)
C OMarHO30M 3KTOLepManbHOM aHrMaPOTUYECKON aucnna-
31K, rae amarHo3 6bin NoOATBEPHKOEH.

MaumeHTy 6bIMM JaHbl CnefylowuUe peKOMeHAaALUK:
npoduMNaKTMKa runepTepMmum (perynapHbIA KOHTPONb TEM-
nepaTypbl; HOLIEHWE NErKOW U HEerepMeTUYHOM OfeXnbl;
UCKMIOYeHNEe (QU3NYECKMX HArpy3oK NpW BbICOKOW TeM-
nepaType OKpYalolleW Cpefbl; aKTUBHOE OXNaKAeHue
B/IaXKHBIMW KOMMPECccaMu, X0N0AHBIMM HAaNUTKaMU U KOH-
AMLMOHEPOM); HabnioeHue y CToMaTosora v YeniocTHoOro
opToneda (MHTEHCUMBHBIN yxo[ 3a 3ybaMu ONA YMeHbLue-
HUA Kapuo3HOro MOBpEMOEHUA UMeloLmxca 3y6oB; Npu-
MEHEHME MOCTOB M MO NMOKa3aHWAM 3Y6HbIX MMMIAaHTaToB
ONA yNyYlWeHUA NpUKyca U NPOU3HOLLEHMA); AMUCNaHcep-
Hoe HabnlofeHue y Bpaya-neamaTpa ¢ Lenbio npopunak-
TUKM U NIeYeHUA MHPEKLMOHHBIX M COMYTCTBYIOLIMX 3a-
boneBaHuin. [lepMaTonoru ocywecTBaAT UCNaHCEpHOe
HabniogeHve, NPodMNAKTUKY W NeyeHne aepMaTonoruye-
CKMX 3aboneBaHuu.

B cnyyae nnaHupoBaHua nocnepytowien bepeMeHHOCTM
B [aHHOM CeMbe B NPOQUIAKTUYECKUX LienAx Heobxoaumo
NoBefieHNEe Me[UKO-TeHETUYECKOr0 KOHCYNbTUPOBAHMUA
C LieNblo onpefeneHuns CTENEHU PUCKa poXaeHUA pebEHKa
C TaKoM e NaTosIormen.

3ARJTIOYEHUE

TakuM 06pa3oM, neyeHue OeTer C 3KToAepManbHOM
aHrMapoTUYECKOW ANCMNa3nen ABNAETCA NaNMATUBHBIM.
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AONOTHUTEJIbHO

UcTouHnK duHaHCUpoBaHMA. ABTOpbI 3aABAAKOT 00 OTCYTCTBUM
BHELUHEro GMHaHCMPOBaHWA NpY NOArOTOBKE CTaTby.

KoH$pnUKT uHTepecoB. ABTOpPbLI AEKNapUpYIOT OTCYTCTBME ABHbIX
1 NOTEHUMATbHBIX KOHGMKTOB MHTEPECOB, CBA3AHHLIX C NybMMKa-
LIMeN HACTOALLeN CTaTby.

Yyactue aBtopoB. Cmapyesa E.f0,, 3axomondura K.K. — KoHuen-
uvA v ousaind; Cmapyesa E.0, bobposa 0.B. — cbop v 0bpaboTka
Martepuana; bobposa 0.8, 3axomonduHa K.K. — HanucaHue TeK-
cta; Jlemaesa 0./, 3ueaHwur O.P. — pepakTMpoBaHue; 3ueaH-
wuH O.P, Jlemaesa O.M. — yTBEPHKOEHNE OKOHYATENBHOMO Bapu-
aHTa pyKonucu. Bee aBTopbl NOATBEPHAAIOT COOTBETCTBUE CBOEMO
aBTOPCTBA MerayHapoaHsIM KputepmaM ICMJE (pa3paboTtka KoH-
Lenumu, nodroToBKa paboTbl, opobpeHne dWHanbHOM Bepcum
nepeg nybnukaumen).

Cornacue naumeHTa. 3aKoHHble NPeACTaBUTENM NaLMeHTa fobpo-
BOJIbHO MOANMCaNM MHHOPMUPOBaHHOE COrnacue Ha NybiMKaumio
NepCOHanbHOM MeaMUMHCKOM MHGOPMaLMK nauneHTa B obesnu-
YeHHON GopMe B HypHare «POCCUIACKMIA HypHaN KOMHbIX 1 BeHe-
PUYECKUX 6ONE3HEN.
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