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O60cHOBaHHne. VIXTMO3bl — 3TO rpynna pPeakux reHeTU4ecKux 3aboseBaHuii C LUMPOKUM (EHOTUITMYECKUM CIIEKTPOM,
XapaKTepu3yIoLMXCsl Yallle BCero reHepanan3oBaHHbIM rMNepKepaTo3oM v LesylieHneM ¢ BapruabesabHon aputemon [1].
[narHo3 B 060/blINHCTBE C/yYaeB yCTaHaB/IMBAETCs cpal3y Moc/e POXKAEHUS Ha OCHOBaHWMW KJIMHWYECKUX [aHHbIX.
OcHOBOW nlevyeHns ABASIIOTCS NPaBUIbHbINA yX0[ 3@ KOXKEH, PEryasipHOE ee yBAaXKHeHWe, NpeaynpexaeHme nHpuuympoBa-
Hns. OnucaHue KIMHUYEeCKUX cay4vaeB. B cTaTbe onuncaHbl KIIMHUYECKNUE CrlyYyan BPOXKAEHHOIro MXTMO3a y IBYX Maslbyu-
KOB M3 0/JHOM CEMbM, POXKAEHHbIX C pa3HuLien 8 net. Ha MOMEHT poxxaeHUs1 y 060UX AETeN OTMEYaICh CXOXMUE KITUHU-
YecKue NMpn3HaKku 1 xapaktep TedyeHuss 3aboneBaHus. 3aKa4eHue. Y geTel B JaHHON CEMbe NPOosIBUIach reHeTUYECKMU
6/1M3Kas popMa BPOXKAEHHOIo MXTno3a. baarogapsi CBOEBPEMEHHO HAYaTOM KOMITIEKCHOM Teparnun v npaBnibHOMY yXO4y
oTMeYa/siachk CylleCTBEHHAas MO0XKUTEIbHash AMHaMUKa.
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OBOCHOBAHME

MxTnos (anddysHas KepaToma, caypuas) — 3TO
reHeTu4yeckn oO6ycnoBlieHHOe HacneacTBeHHoe 3abone-
BaHWe, KOTOpoe xapaKTepusyetcs AUPdy3HbIMKU runep-
KepaToTU4YECKMMM M3MEHEHUAMU KOMKHOIo mnokposa [2].
B ocHoBe naToreHe3a BPOMXAEHHOIO WMXTUO3a nexaT
M3MEHEHME CTPYKTYPbl KepaTuHa W €ero runepnpoayk-
ums. PeHoTMnMYyecKkas reTeporeHHoCcTb UXTMO3a SBNNA-
eTCcsl pe3ynbTaTOM MHOIOYMUC/IEHHbIX BApUAHTOB TEHHbIX
MyTauUMi, KOTOpble NMPUBOAAT K HapyLIEHUIO roMeocTasa
3EPHUCTOr0 M POroBOr0 CNOEB, BbI3blBas CTPYKTYPHbIE
N GYHKUMOHaNbHbIE HapyleHUs KOxHoro 6apbepa [3].
Bce nxTno3sbl gensitca Ha ABe 60/bline rpynnbl: HECUHAPO-
MasibHble GOPMbI, OrpaHUYMBAIOLLMECS TONBKO KOXHbIMU
M3MEHEHUSIMU, U CUHAPOMASbHbIE, KOTAa MXTUO3 ABNSET-
cs ogHMM M3 cumnTomoB [4, 5]. HYacToTa BCTpeYaeMocTH
BPOMX/EHHOIO MXTMO3a B NOMNyNsiLUMKW 3aBUCUT OT reorpa-
PMYECKON 30HbI M COCTaBNSAET MPW BYNbrapHOM MXTUO3e
1 : 250-1000, npu X-cuenneHHom — 1 : 2000-6000,
npu namennapHom — 1 : 300 000, npu MXTMO3MPOPM-
Howu apuTpoaepmmnn — 1 : 100 000 [6]. U3SMEHEHMS KOXKM
NosIBNSOTCH YXKe Ha 4-M Mec BHYTPUYTPOGHOIO pasBMUTUS.

BblpaxeHHble UBMEHEHUS B OpraHM3mMe MoryT OblTb HEeco-
BMECTUMbIMU C KU3HbIO U 3aKaH4YMBaTbLCA BHYTPUYTPOOHOM
rnéenblo UNu neTanbHbIM UCXOAOM B TEHEHWE Hedenn nocne
poxaenua [2, 5, 7].

KNMHWYECKMMU NPOSIBAEHUAMU UXTUO3a NOC/Ee PoXAae-
HUS ABNSAIOTCA TMNEePeEMUPOBaHHas, NOKPbITas TOHKOM Cyxomn
KENTOBaTO-KOPUYHEBOM MNEHKOM KOXa, KpynHomniacTMHYa-
Toe lWenyweHue, ryboKMe TPewwmrHbl pasnyHblX Y4acTKOB
KOXHOr0 NMOKPOBa, rMnepKkepaTos, MOBbIWEHHAs CcKiagya-
TOCTb laJOHEWN U CTOoM. B TAxenbIx cnyyasx y 601bHbIX UXTUO-
30M OTMeYaeTCcs BbIBOPOT BEK (IKTPOMUOH) U ry6 (3KNabuym,
«pPbIGUM POT»).

OTaenbHO cnepyeT OTMETUTb Takoe Habniogaemoe
NPU POXKAEHUM COCTOSIHUE, KaK KOoAWMHbIVM nnog. Pe6eHoK
poxaaeTcs B MJOTHO Mpueralowen K Koxe npo3payHomn
nneHKe, HanoOMUHaKLWeN BaKyyMHYyl0 ynakoBKy. pu noa-
CblXaHWW MNIEHKa Ha4yMHaeT pacTpecKuBaTbCs, CTArMBaHue
NNEHKOW KOXXW BOKPYr rnas3 v ry6 Bbl3blBaeT UX BbIBOPOT
(3KTpOnMoH 1 akNnabuym). Konnoanesass membpaHa 06blI4HO
oTCcnauBaeTcs B TedeHne 1-3 Hefl, AEMOHCTPUPYS Nexallmm
B OCHOBE TaMeNNSpHbIA UXTUO3 UIKN BPOXKAEHHYIO UXTUO3HU-
dopmHyto apuTpogepmuio. Konnoguesas membpaHa CBS-
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g CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

3aHa C HapylweHnem 6apbepHON QYHKLIMM KOXM, C MOBbI-
LWUEHHOW TpaHcanuaepmanbHOM noTepen BoAbl. B cBA3M
C YEM BO3MOXHbIMU OC/IOKHEHUSAMM ABNAAIOTCA TMNOTEPMUS,
06€e3B0OXMBaHME W runepHaTpuemus, obbl4HO Tpebytoune
HabNOAEHUS U NleYEeHUss B MHTEHCMBHOM HeoHaTaslbHOM
otaeneHun [8].

[narHo3 B 60MbLWMHCTBE CllyYaeB CTaBWUTCS Ha OCHO-
BaHWW KIMHWYECKMX MPOSIBAEHWI, TaK KaK reHeTM4eckue
nccneaoBaHus He Bcerga 6biBaloT AOCTYMHbL. Onsd noa-
TBEPKAEHNS AMarHO3a MOXKHO NPOBECTU MMCTONOrMYECKOe
nccnenoBaHMe KOXKU. JledeHne HOBOPOXKAEHHbIX C UXTUO30M
TpebyeT KoOMNAeKCHOro noaxoaa. OCHOBHbIMU NPUHLMNAMM
Tepanuu SBASIOTCA MNOAAEP)KaHWe BOAHO-3NEKTPONUTHOIO
6anaHca, perynsipHoe yBaaxHeH1e KOXKHOro MOKPoBa, pery-
NAUMSA TEeMNEePaTypHOro pexuma, KOHTPOSb MOCTYMIEHUS
C nuuien 6enka v npeaynpexaeHne MHPEeKLMOHHbIX OCOXK-
HeHun [7-10].

KJIMHUYECKHUHA NPUMEP

Mog HabnogeHneM Haxoannacb Cembsl, B KOTOPOW ABoe
[eTen cTpajatloT BPOXKAEHHBIM UXTUO30M. [TepBbi pebeHoK
poauncsa B 2014 r. OT 340POBbIX POAUTENEN, HE COCTOALMX
B G/M3KOPOACTBEHHOM 6paKe, M C MNepBbIX AHEN XM3HU
B CTauMoHape nony4an KOMMJIeKcHoe neyeHune. MaTb 06y-
Yyanacb NpaBUbHOMY YX04y 3@ KOXHbIM MOKPOBOM pebeH-
Ka. B Bospacte 1,5 mec pebeHOK B yAOBNETBOPUTENb-
HOM COCTOSIHMM OblN BbiMMCaH AOMOKW. B HacToswee Bpems
COCTOMT Ha y4yeTe y Jepmatoniora, ocyLecTBnsaeTcs perynsp-
HbIM yX0[ 3a KOXeW, NOCTOSTHHOE ee yBNaxHeHne. Manb4mk
pa3BMBaETCA COOTBETCTBEHHO BO3pacTy, Y4YMTCS BO 2-M
Kfacce WKOfbl U 3aHUMaeTCs CNopTOM.

Cnycts 8 neT KeHWWHa CHOBa BHOBb 3abepemeHe-
na. BHOBb poanaCs MalbiMK C BPOMKAEHHBIM WMXTUO30OM.
Pe6eHoK nonyyan Heo6xoauMmoe nevyeHne B CTauMoOHape,
nocne 4ero €O 3HaYUTENbHbIM ynyyweHuem Obln BbIMK-
caH goMow nog HabnwgeHue crneumManuctoB. N B nepBom,
1 BO BTOPOM C/lyqae reHeTnyeckoe obcneoBaHue He Npo-
BOAMNOCD.

Maument 1

Pe6eHok P., MyxcKoro nona, poxaeH B [BY3
«KNMHUYECKUIA POAMNBHBLIM AOM» T. AcTpaxaHu OT nep-
BOM 6GepeMeHHOCTH, NepBbIX CPOYHbIX POAOB, C Maccou
Tena 3900 r, onnHOM Tena — 55 CM, OKPYXKHOCTbIO ros0-
Bbl — 36 cM, oLeHKoW no wkane APGAR — 8/8 6annos
Ha 1-1 1 5-11 MMH COOTBETCTBEHHO. bepeMeHHOCTb NpoTeKa-
na Ha doHe apTepuanbHOM rMNepPTEH3MKU, OCTPON pecnupa-
TOpPHOM MHPEeKUMK B 18 Hefll. B poaax — npexaeBpemMeHHoe
N3NUTUE OKONOMNOAHBIX BOA.

CocTosiHMe mManb4yuKa Npu PoXKAEHUU GbINO pacLeHeHo
KaK Tsxenoe, 06ycnoBAEHHOE NPOSBAEHUSIMN BPOXKAEHHO-
ro MXTMO3a, HEBPOJSIOrMYECKOM CUMNTOMATUKOM B BUAE YrHe-
TEHWA LeHTpanbHOM HepBHOW cuctembl (LHC). Ha 4-e cyT
U3HU U3 POAWMNBHOrO goma Obll NepeBedeH B OTAeNeHne
NCUMXOHEBPOIOrMYECKOro NPoduas AETCKOM FOPOACKOM Kin-
HU4ecKon 6onbHULbI N 1. Bbi6op oTaeneHuss obycnoBneH
HEBPONOrMYECKOM CUMNTOMATUKOM B BMAE NEPUHATaNbHOIO
nopaxkervuns LHC (nepuHatanbHaa aHuedanonatus, CUH-
4POM YrHETEeHUS).

CocTtosiHMe npu noctynneHuu Tsxenoe. pu ocmoTpe
Oblin BbISIBNEHblI CHUXKEHHAs [ABuratesbHas aKTMBHOCTb,
MbllWEeYHas rMnoToHus, runopednexkcuns. B npasoin TemeH-
HOW o6nactu onpegensanacb Kebanoremartoma pasmMepom
4,0 x 3,0 cm. O6pallany Ha cebsl BHUMaHWE BbipaXKeHHble
M3MEHEHUS KOXHbIX MOKPOBOB. KOXHbIM NaTONOrM4ECKUM
npouecc npeacTaBieH COCTOSHUEM IPUTPOLEPMUU, XapaK-
TepM30Baca KpynHonaacTMHYaTbiM WwenyweHmem. Ha tyno-

BMLLE, KOHEYHOCTHAX MU 0COOEHHO B €CTECTBEHHbIX CKagKax
KOXM TOKANU3yeTcs MHOXECTBO 3p03U1i U TpelnH. Ha nago-
HSX 1 NOAOLLBAX ABNEHUS rMnepKkepaTo3a. OTMeYeHbl 3KTPO-
MUOH U 3KNabuym (puc. 1).

Mpu ayckynbTauuMm Nerkmx oTMeyasnocb PaBHOMEPHO
ocnabneHHoe AblXxaHWe, XpUnbl He BbiCyWMBannchb. Yactora
OblXaTenbHbIX ABMXEeHUN — 48/MuH. Tpu aycKynbTauuu
cepaua — TOHbl PUTMUYHbIE, NPUTAYLLEHHbIE. YacToTa cep-
[IeYHbIX COKpalweHun — 134 ya./MuH. CTyn exxeaHeBHbIN,
KalunueobpasHbii. MoyeuncnyckaHme ceBoboaHoe, oo 15 pas
B CYTKM.

B ycnosusax AFKB N2 1 66110 NpoBeAEHO KOMMEKCHOEe
KNMHUKO-nabopaTopHoe ob6cneaoBaHne. KoHcynbTMpOBaH
nepmaTtonoroMm, AvarHos: «BpoxAaeHHbIM  UXTUOS3.
HecuHapoManbHbIM  UXTUO3. AYyTOCOMHO-PELECCUBHbIN
BPOXAEHHbIN UXTNO3. HebynnesHas BPOXAEHHAs UXTUO3MU-
GOpMHas 3puTPOAEPMUS .

o gaHHbIM remorpammbl 6bliM BbIBAEHbI JIEMKOLM-
TO3 CO CABWIOM BJIEBO, aHEMMWS JIETKOW CTEMEHU TAXKECTM.
Mpy ynbTPa3BYKOBOM WCC/ieJOBaHWM OpraHoB GPIOLIHON
nosioCcTU NaTonorMmM He BbiIBNEHO. [pu axokapanorpadum
BM3ya/I3MpOBaioCb OTKPLITOE OBaslbHOE OKHO.

BbicTaBneH  KAWHWMYecKM amarHo3. OCHOBHOM:
«BpoxaeHHas nxTmosndbopmHas IPUTPOAEPMUS».
ConyTtcTtBytlowmn: «Kedanorematoma npaBon TeMEHHOM
KocTW. HopmMoxpomHas aHemus nerkow crteneHu. Manas
aHoManusl pa3BMTUSA cepjla: OTKPbITOE OBajibHOE OKHO.
HepoctaTo4yHOCTb KpoBOOGpalleHus O CT.».

Pe6eHKy 6b1110 HA3HA4YeHO KOMMJIEKCHOE le4YeHune, KOTo-
poe BK/to4aso B ce65 ropMOHabHY0 Tepanutio NpeaHn30no-
HOM B [103MPOBKE 8 Mr B TedeHue 24 aHen ¢ nocneayoumm
CHUWXXEeHWEeM 103bl N0 2 M Kaxable 4—5 aHel. lopmoHanbHas

Puc. 1. BHewHnn Bua peberHka P. Ha 4-e CyT KU3HM.
MaTonorvyeckuit npouecc NpeacTaBieH KpynHonIacTUHYaTbiM
wenyweHvem. Ha TynoBuLe, KOHEYHOCTAX U 0COBEHHO

B €CTECTBEHHbIX CKJTaKaX KOXM IOKaU3yeTCs MHOXKECTBO
3PO3UN U TPELMH. IKTPOMUOH U IKNABUYM

Fig. 1. The external view of the child R. on the 4th day of life. The
pathological process is represented by large-plate desquamation.
Many erosions and fissures are localized on the body, limbs, and
especially in the natural folds of the skin. Ectropion and eclabium



Puc. 2. BHewHnn Bua pebeHka P. Ha 42-e CyT U3HMU.

KoxkHble MOKpOBbI NpMo6penu po30Bbii LBET. Mcyesno
KpynHOMAacTMHYaTOe WenyleHue, aNMTenM3MpoBannch 3po3uu,
TPELLMHbI, PEFPECCUPOBAN ABEHUS IKTPOMMUOHA U IKabuyma

Fig. 2. The external view of the child R. on the 42th day of life.
The skin has acquired a pink color. Large-plate desquamation
disappeared, erosions and fissures were epithelized, the
phenomena of ectropion and eclabium regressed

Tepanusa npogoxanacb 38 aHel. MecTHoe nieyeHune 3aKio-
4yasnocb B TMMrMEHNYECKON exeHEBHON 06pabOoTKE KOXHOIo
NMOKPOBa, MCMONb30BaHUKW CNpes Ha OCHOBE AeKcnaHTe-
HOMa, KpemMa C BbICOKMM cofepaHuem nunuaoB (41%).
B ecTecTBeHHble CKNaAKW 3aKnaAblBajinCb TEKCTWU/bHblE
OCHOBbI U3 TPUKOTAXKHOMO NOSI0THa (CandeTKK), Ha KoTopble
HaHocKNacb KOMMNO3MLUMSA U3 BMOCOBMECTUMOro reneobpa-
3ylouero noaMmepa-nonucaxapmnia U NeKapCTBEHHbIX Npe-
napaTtoB, mMacna aBkanunta (xnopodunamnt) U dyparuHa.
[ns ynyylweHns TPOGUKKM KOXHM, NpoLeccos nponndepaumnu
3NUTENUOLIUTOB, TOPMOXKEHUSA KepaTUHU3aLMM Ha3Havyancs
peTuHona auetat. C Lenblo KOppeKunn aHeMun pebeHoK
noflyyan npenapar »keneaa.

Ha ¢doHe npoBOAMMOro nevyeHuss oTMeyanacb MoSIOXM-
TenbHas AvHaMuKa. KoxHble MOKPOBbI NpuMobpenu po3o-
BbIl LBeT. KpynHonnacTuHYaToe WwenyweHne pa3peLlmnnocs.
3po3unK, TpeLLmHbl ucHea3nu. M’mnepkepaTos nagoHen u cTon
3HAYUTENbHO YMEHbLWMWACS. FBAEHNS IKTPONMOHA U IKNabu-
yMa paspewnnuce. Ha 42-e cyT npebbiBaHUs B CTalMOHa-
pe pe6eHOoK 6bln BbiNMKMCaH AOMOW B yAOBNETBOPUTENbHOM
COCTOSIHWMM Nog HabnaeHne neanatpa, AepMmartosiora u Kap-
AMoora no MecTy XUTeNbCTBa C PEKOMEHAaUUAMHU (puUc. 2).

M3 KaTamMHe3a M3BECTHO, YTO B HacToslee Bpems
COCTOSIHME MallbyinKa yaoBneTBopuTenbHoe. Pe6eHOK Haxo-
AWTCS NOA AMCNaHCepHbIM HabnaeHNeM neguaTpa v aep-
MaTtofiora, NMPOBOAWUTCS MOCTOSIHHOE YBNA)KHEHUE KOXMW.
dusunyeckoe M NCMXOMOTOpPHOE pa3BuTUE pebeHKa COooT-
BETCTBYET BO3pacTy (puc. 3).

MauyuneHTt 2

Cnycts 8 neT B AaHHOW ceMbe POAMNCSA BTOPOK pebe-
HOK, ManbyunK. bepemeHHOCTb NpoTeKana Ha poHe aHeMuUH,
Muonuu, andodysHon Gubpo3Hon Mactonatum, aAUdPy3Hon
CTpymbl. PoxaeH oT cpoyHbiXx pogoB ¢ Maccon 3680 r,
ONUHOM Tena — 53 CM, OKPYKHOCTbIO rofoBbl — 36 CM,
oueHKon no wkane APGAR — 8/9 6annoB. CocTosiHMe
pebGeHKa npu poxaeHun Taxenoe. OTMeYannCb KauHu4e-

Puc. 3. BHewHun Bug pebeHka P. B 8 net. CoxpaHsieTcs
BblpaXKEHHas CyxOCTb KOXHOro nokposa. [MpoBoanTCA NOCTOSIHHOE
yBIaXKHEHUE KOXM

Fig. 3. The external view of the child R. at 8 years old. Pronounced
xerodermia remains. Constant moisturizing of the skin is carried
out

CKMe MposiBAEHUA BPOXK/AEHHOro MXTMO3a, CUMMNTOMATUKA
yrHetenus LIHC.

M3 poaunbHOro goma nepeBefleH B OTaeneHue pe-
aHUMauuM U UHTEHCUBHOM Tepanuu o6nacTHOW [OEeTCKOM
KNMHUYECKON 60nbHULUbI. pn NOCTYyNneHUU cocTosiHUE
Taxenoe. MNpu3Hakn BPOXKAEHHOINO UXTMO3a B BUAE CyXO-
CTW, HapPYLIEHWS LLeTIOCTHOCTU KOXKHOTO MOKPOBa Ha nule,
KUBOTE, TY/IOBULLE N KOHEYHOCTSAX, MMYBGOKUX TPELLMH KOXKMH,
reHepann30oBaHHOro KPYnHOMMACTUHYATOro LWenyweHus,
3KTPOMNMOHA, 3KNabuyma. CumnTomaTuka yrHeteHus LHC
B BWAE CHUXXEHWS ABUraTenbHOM aKTMBHOCTU, MbllEYHON
rMNOTOHMK. CO CTOPOHbI BHYTPEHHUX OpraHoB — 6e3 0Co-
6eHHoCcTeN (puc. 4).

Mpn obcnepoBaHUM BbIBAEHbI JIEMKOLMTO3 HEWUTPO-
GUNbHOro xapakTepa, NoBbIlEHWE YPOBHS LWEN0OYHOW Poc-
daTasbl, Ha HeWpocoHOrpamme — MPU3HAKKU CHUXKEHUS
WHAEKCa PEe3UCTEHTHOCTM COMPOTMBIEHUA COCYAOB rONOB-
HOro Mo3ra, Npu yNbTPa3BYKOBOM MCCNeA0BaHWM BHYTPEH-
HUX OpPraHoB — MPU3HAKW MWEN03KTa3uM NpaBoOn MoY-
KW, NMpW axoKapauorpadmm — OTKPbITOE OBaslbHOE OKHO.
KoHcynbTMpOBaH AepmaTosioromM, caenaHo 3aKJ/lyeHue,
4YTO y pe6eHKa NMeeT MEeCTO HapylleHMe LeIOCTHOCTU KOX-
HOro MOKPOBa, COMPOBOXAaloLleecs rNyGOKUMU TpeLm-
HaMW, KPYMHOMIACTUHYATbLIM LUENYLEHUEM, SKTPOMMUOHOM,
3Knabuymom.

Bbin BbICTaBNeH KAMHUMYECKUH amarHo3. OCHOBHOMW:
«BpoXKAEHHbIN  UXTUO3. HecuHApOManbHbIM  UXTU-
03. AyTOCOMHO-PELECCUBHBLIA BPOXKAEHHbIN WUXTUOS.
Hebynne3Haa BpoXaeHHas WMXTUO3MdOPMHaAs 3puUTpoaep-
Mus». ConyTcTBylOWMI: «[TMenoaKkTa3ns npaBon MOYKM.
Manasi aHOManuMa pa3BUTUA cepaLa: OTKPbITOe OBanbHOE
OKHO. HepgocTtaTo4HOCTb KpoBoOGpalleHus O CT.».

Ha 14-e cyT npebbiBaHMA B OTAENeHUU OBHapy»KeHbl
BOCMannTeNbHble M3MEeHeHWss B OO6LlIEM aHanlnM3e MOo4M
B BWUAE NENKOUUTYPUKU, BaKTepuypun, npu 6aKTepuonoru-
4YeCKOM uccnegoBaHMm Movn — BbiceB Klebsiella oxytoca.
BbicTaBneH agnarHos: <MHbeKuMa MOYEBBLIBOASALLNX NYTEN».
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CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

Puc. 4. BHelwHn BUA BTOPOro pebeHKa Ha 2-e CyT KU3HMU.
MpW3HaKK BPOXK/IEHHOIO MXTUO3a B BUAE CYXOCTU, HapyLIEeHUs
LLIeTOCTHOCTM KOXKHOTO MOKPOBA Ha NuLe, XX1BOTE, TYN0BHLLE
M KOHEYHOCTSIX, FyBOKMUX TPELLMH KOXHW, FeHepasn3oBaHHOIro
KPYMHOMAACTUHYATOrO WenyLeHUs, 3KTPONUoHa, aknabuyma

Fig. 4. The external view of the second child on the 2th day of life.
Signs of congenital ichthyosis in the form of dryness, solution of
continuity of skin integuments on the face, abdomen, trunk and
limbs, deep skin fissures, generalized large-plate desquamation,
ectropion, eclabium

Puc. 5. BHelwHWI BUA BTOPOro pebeHKa B 3 MEC KU3HM.
CoxpaHseTcs BblpaXKeHHas CyX0CTb KOXHOM0 NOKPOBa.
MpoBOAMTCH NOCTOSAHHOE YBNAXHEHUE KOXHU

Fig. 5. The external view of the second child on the 3th month of
life. Pronounced xerodermia remains. Constant moisturizing of the
skin is carried out

MauneHT nosyyYan KOMGUHUPOBAHHYIO aHTUGaKTepHUab-
HYt0 Tepanuio no noBoay MHGEKLMU MOYEBbLIBOAALLMX NYTEN,
MeCTHOE fledyeHue, KOTopoe 3ak/yanocb B 06paboTKe
KOXHbIX MOKPOBOB KPEMOM Ha OCHOBE [AeKcnaHTeHona,
TPelnH — KPEMOM, COAepalluM JEKCMnaHTeHON ¢ X1op-
rekcuamnHoMm, o6paboTKe MnepuaHanbHOM o6nacTv nocne
gedeKaunn u MoaoBbIX OPraHoB MOCAE MOYEUCMyCKaHWs
pacTBOPOM aHTUceNnTuKa, comepwaulero 0,1% yHaeLumne-

HOBOro amugonponunéetamHa n 0,1% nonvamumHonponuna
ouryanuga. OT ropMOHanbHOM Tepanuu Obl10 pelweHo BO3-
[lepaTtbcsl, NMOCKONbKY B Te4yeHuM 3aboneBaHua oTmeya-
Nnacb BblpaXKEHHas MONOXUTENbHAA AMHAMWKA Ha Tepanuu
TOMUYECKUMM CPEeaCTBaAMM.

Ha 26-€e CyT XM3HM C NOJIOKUTENbHOM AMHAMWUKON pebe-
HOK 6bl/1 NepeBE/IEH B OTeNEeHME NaTONOrMMU HOBOPOXKAEH-
HbIX JeTeN, rae NPooKaN NosyyaTb Je4eHHe.

Ha ¢oHe npoBoAMMON Tepanuum OTMedanacb MOJIOKMU-
TeNbHas [AMHaMMUKa: KPymnHoMJacTUHYaToe LWeNyleHne
U ABNEHUS TMNepKepaTo3a paspellnanch, TPELMHbI anuTe-
JIN3NPOBAJIUCh, 3KTPOMUOH M 3KNabuyM perpeccupoBaniu.
B Bo3pacTe 1 Mec *n3HU pebeHOK B yA0BAETBOPUTENbHOM
COCTOSIHUM GblN BbINMUCAH C PEKOMEHAALMAMM NOA Habnoae-
HWe neaunatpa U JepmMatosnora. B HacTosee BpeMs TaK e,
KaK U NepBbli, HAXOAMUTCS MO MOCTOSHHbIM HaGNOAEHUEM
fepmarosnora.

OBCYXAEHHUE

Ha cerogHsaWwWHWM geHb M3BecTHO 6onee 50 reHeTmye-
CKMX MyTalLWW, Nexaumx B OCHOBE Pa3BUTUSA Pa3/IMYHbIX
dopM wmxTMO3a. o AaHHbIM AUTEPATYPHbIX MCTOYHMKOB,
cyuwectByeT 60MbWOE KOMMYECTBO KacCUPUKaLUUA UXTU-
031MGOPMHbIX AEePMaTO30B, OCHOBAHHbIX Ha Pa3NMUYHbIX
KpuTepuax. B cOBpeMEHHbIX YCNOBUAX Hanbonee akTyasb-
HOM CYMTaETCs KIAMHUKO-TEHETMYECKas KnaccuobuKauums,
COrNlacHO KOTOPOW BbIAENSIOTCH HECMHAPOMAbHbIE GOPMbI,
NPV KOTOPbIX MaTONOrMYECKUIA MPOLIECC OXBaTbIBAET TO/IbKO
KOXY W ee NpuaaTKu, U CUHAPOMasbHble GOPMbl, XapaKTepu-
3ylolMecs NopaxKeHUEM He TOSIbKO KOXMU, HO U BHYTPEHHUX
opraHos [5, 11, 12].

B npeactaBNeHHbIX KAMHUYECKUX Cllydasx y 060MX
[leTeN Cx0Has reHeTnuyecKas MyTauns KIMHUYECKHU NPO-
siBUJlacb B BUAE peaKkon GopMbl BPOXKAEHHOIO UXTMO3a —
BPOXAEHHON MXTMO3MDOPMHON IPUTPOAEPMUM, KOTOpas
HacnegyeTcs MPeuMyLLeCTBEHHO MO ayTOCOMHO-peLec-
CUMBHOMY Tuny. B o6ou1x cnyvyasax guarHo3 6bin BbiCTaBiaeH
KJIMHWYECKMN, reHeTuyeckoe ob6GcnegoBaHWe He MPOBO-
IMNoChb.

M3BECTHO, 4TO TEYEHME N NPOTrHO3 3abosieBaHWS 3aBu-
CAT OT CBOEBPEMEHHO Ha4yaTOM KOMMIEKCHOW Tepanuu
M MPaBUIbHOrO yxofla 3a KOXHbIM MOKPOBOM. JleyeHune
MXTMO3a TpebyeT coyYeTaHUs TepaneBTUYECKUX METOAOB,
B OCHOBE KOTOPbIX JieaT YacToe KynaHue, yBnaxHeHue
OKpyXatolwen cpeabl, exXelHEBHOE NMPUMEHEHWE CMsrya-
OUMX CPENCTB MECTHOrO AeWCTBUSA U KepaTOIMTUYECKUX
cpeacTB. PeTMHOMAbI, KaK MECTHble, TaK M CUCTEMHbIE,
ABMAAIOTCSA KIOYEBbIM KOMMOHEHTOM /€4eHUs UXTMo3a
M ucnonblytotea gecatunetuamu [13]. OHM ABNAIOTCS aHa-
floramu BUTamuHa A, KOTOpble 4EWCTBYIOT rMaBHbIM 06pa-
30M 3a CYeT «aHTUKepaTuHu3upylouwero» adpdeKTa.
B *XM3HW MHOTUX NALUMEHTOB C TsXKenon GopMon UXTMO3a,
0COGEHHO C UXTMO30M Ap/IEKMHA U NAacCTUHYaTLIM UXTHUO-
30M, peTMHOUAbI Npou3Benu pesontoumto [14]. CuctemMHble
PETUHOWUAbLI, TAKME KaK 3TPETMHAT M ero akKTUBHbIA MeTa-
GONUT aUMTPETHH, AAlOT XOpolune pesynbTaTbl B IeYEHUHU
MXTMO3a, MOCKOJIbKY MOTyT u3bupaTenbHO AeNCTBOBaTb
Ha HapyleHus KepaTuHu3auuu [15]. MecTHoe neyeHue
3aK/04YaeTCs B €XEeOHEBHOM YB/IAXHEHUU KOXMK cpea-
CTBaMM Ha OCHOBe JeKcnaHTeHona. C uenbtio npodpunak-
TUKM MHOEKUMOHHBIX OC/IOXHEHWUW B MEPBbIE AHW Mocie
pOX/AEeHUS Ha3Ha4vyaeTcs aHTUGaKTepuanbHas Tepanus.
B Taxenbix cnyvyasax NPUMEHSIOTCS TIOKOKOPTUKOCTEPO-
Mabl ¥ TEHHO-WHXXEHEPHble GMONOrMyeckMe npenapaTbl.
bruonornyeckas Tepanus BKAOYaeT B cebs LWMPOKKHK
CNEKTP MPOAYKTOB, TAKMX KaK MOHOK/IOHAJIbHble aHTU-
Tena, HaleneHHble Ha cneundruieckme MeTKM, Hanpumep



daKTop HEKPO3a onyxonu anbda, UHTEPNENKNH-13, MHTEp-
NENKUH-17 n MHTepPNenKnH-23. FeHHas Tepanusa, a TaKkxe
HeJaBHUE OTKPbLITUA, Kacalowmnecs UMMYyHHOro npoduns
nauMeHTOB C UXTMO3OM, Aasn HOBYIO NOYBY ANS Nepenpo-
dunmpoBaHuns GMonornyeckux npenapaTos [16]. BaxkHbiMK
acrneKTaMu KOMMJIEKCHOro noaxofa fBASATCA nogaepa-
HWE ONTUMaNbHOM BNAXHOCTM WM TemnepaTypbl BO3Ayxa,
KOHTPOJIb MOCTYN/JEHUSA XUAKOCTU U 6enKka. be3sycnosHo,
[ETU C UXTUO30M LOMKHbI HAX0AUTbCA NOA AUCNAHCEPHBIM
HabnoaeHNeM CNeLmanmucToB C Lefblo YMEHbLUEHUS KOMK-
yecTBa 060CTpeHM 3aboneBaHuUs 1 ynyylleHns KayecTsa
HWU3HHK [7, 9].

CnepyeT OTMETUTb, 4TO B NPEACTaBAEHHbIX KTMHUYECKUX
chnyvyasix 6narogaps KOMMAEKCHOMY Jfie4eHMto, HayaTtoMmy
C NePBbIX CYTOK XM3HU, yaanocb nsbexaTb MHOEKLMOHHbIX
OCJIOXXHEHUN U [OOUTLCH 3HAYUTENIbHOW MONOXMUTENIbHON
OVHaMUKMN.

3AK/TIOYEHUE

MpencraBneHHoe KAWHUYECKOoe HabnwaeHuwe AeMOH-
CTPUPYET HacneACTBEHHbIM XapaKTep BPOXAEHHOro UXTWUO-
3a, KOTOPbIN NPOSABWUIICS Y IBOMUX AETEN B OIHOW CEMbE.

HecoMHeHHO, BeaeHWe HOBOPOMK/AEHHbIX C MXTMO30M
TpebyeT KOMMJEKCHOro MNoaxoda C aKTUBHbIM y4yacTUeM
MeAMLIMHCKOro nepcoHana 1 4aeHoB cembi. MpuBeaeHHble
c/lydyan OTpaKaloT Ba)XHOCTb PaHHEN AMarHOCTUMKW, CBOe-
BPEMEHHOr0 NeYyeHUss M MNPaBWIbHOrO Yxo[a 3a KOXeW,
a TaKXXe MNCUXONIOrMYecKor MNOALEPKKM CeMeN C AeTbMM,
cTpajalowmMn JaHHOM NnaTonornen, 4To cnocobeTByeT 6na-
ronpuaTHOMY TeyeHuto 3aboneBaHUs U NO3BONSET NPodu-
NIAaKTUPOBATb OC/IOXKHEHMUS.

WHOOPMUPOBAHHOE COIJIACUE

MHdopmMUpoBaHHOE cornacue Ha UCMoib30BaHWe Meau-
LIMHCKMUX JaHHbIX MOYy4EHO OT MaTepu NaLueHToB.

INFORMED CONSENT

Informed consent for the use of medical data was
obtained from the mother of the patients.
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