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AHHOTaIII/Iﬂ. B cratbe PaCCMOTPCHBI COBPCMCHHBIC IIPCACTABIICHUA O
KIIMHUYCCKHUX IMPOABIICHUAX, JANAardHOCTHUKE n JICUCHNU I/IXTI/IOSI/I(l)OpMHOﬁ
sputpoaepmun 'y nereid. [IpuBoguTCs KIMHUYECKUN ciaydall HMXTHO3U(DOPMHOM
PUTPOJIEPMUH Y HOBOPOXKJICHHOTO peOEHKA.

Annotation. The article discusses the current understanding of the clinical
manifestations, diagnosis and treatment of ichthyosiform erythroderma in children. A
clinical case of ichthyosiform erythroderma in a newborn child is presented.

KuaroueBble cioBa: HXTHO30(DOpPMHAsT SPUTPOAEPMHUS, HOBOPOKAEHHBIN,
KOJUIOMHAsE 000J104YKa, TUIIEPKEPATO3, MTIOKOKOPTUKOCTEPOUTHBIE MPENapaThl.

Key words: ichthyosoform erythroderma, newborn, colloid coat,
hyperkeratosis, glucocorticosteroid drugs.

Beenenne

B nacrosiiiee Bpemsi HailieHbl U UACHTUPUITUPOBAHBI TeHETUYECKUE TeEKTHI,
JIeKallre B OCHOBE Pa3IUYHBIX (POPM BPOXKIEHHOTO nxTHo3a. OMHAKO, TPYJHOCTH B
JUArHOCTUKE, HHU3Kas AS((PEKTUBHOCTH JIEUEHUS U TEPCUCTUPYIOIIMM XapakTep
TEUYEHUS TTO3BOJISIIOT CYUTATh TPOOJIEMY BPOKICHHOTO UXTHO3a OJTHON U3 CIIOKHBIX U
aKTyaJlbHBIX TIpoOJieM BO BpaueOHOUM mpakTuke. IIpu HECcBOEBpeMEHHO HavYaTOM
JICYCHUU BPOKJICHHBIN UXTHUO3 MOXKET MPUBOJAUTH K JIETAJTLHOMY HCXOY.

Bpoxnennas  uxtuosudopmHas  dpuUTpoaepMusi  (CHHOHUMBL:  cyXas,
HeOyJule3Hasd MXTUO30(hOpMHAsi HPUTPOAEPMHUSA) — OTO pPeaKas BpOXKICHHAS
MaTOJIOTUS KOXKH, BBISABISIETCS MPHU POKIACHUM, XaPAKTEPU3YIOIIUXCS HAPYLICHUEM
OpOTOBEHHUsl, KIMHUYECKA TMPOSBISAIOMMMCSA  YTOJIIEHUEM POTOBOTO  CJIOA
SIUJIEPMUCA, CYXOCTBIO, IIETYIIEHUEM KOXKH, UMEETCS T€HEPAIN30BAHHAA dPUTEMA.
[3, 5]. MoxeT HacieIoBaThCsi KaK ayTOCOMHO-PELIECCMBHO, TaK M ayTOCOMHO-
nomuHaHTHO [3, 5, 6]. MxTrno3zudopmHuas 3puTpoaepMusi BCTPEUAETCS C YaCTOTOM
1:300000 [2, 3].

MarepuaJjibl 1 METOABI UCCIAETOBAHUS

[TpoBenén 0030p OTEUECTBEHHBIX U 3apyOEKHBIX UCTOYHUKOB. [IpencraBisem
KIIMHUYECKUM ClTydai BpOKAEHHON UXTHO3U(DOPMHON SPUTPOICPMUH.

[TepBoro sHBaps 2019 roga B pogunsHoM qome I'KB Ne 40 r. ExarepunOypra
POIUIICS HEAOHOILICHHBINA MaJIbuuK B.
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AHaMHECTHMUYECKH YCTAHOBJIEHO, YTO pEOEHOK OT IMepBOH OEpeMEeHHOCTH,
nporekaBmieil Ha  (oHE  TOKCHKO3a IEpBOM  MOJIOBUHBI  OE€pPEeMEHHOCTH,
Ta0aKoOKypeHusi, OakTepuaapbHOrO BarmHo3a, aHemmn 1| crenedu, OPBU,
XPOHHYECKOTO MOBEPXHOCTHOI'O FaCTPUTA B CTAANMU peMuccuu (ObLI IMarHOCTUPOBAH
B IOJAPOCTKOBOM BO3pacTe), BO BpeMs OEpEMEHHOCTH MPOHU3OILIO O0OCTpEeHHE,
CONMPOBOXKIAJICA U3KOIOM, O3TOMY OepeMEeHHas BbINUBAJa KaXIbld JEHb 2 JUTpa
KO3bero  MoJioKa.  Poasl  mepBble,  NPEXIACBPEMEHHBIC,  OIEpPaTUBHBIC.
[IpexxneBpeMeHHOE U3TUTHUE OKOJIOIIIIOIHBIX BOJI.

Ponuncs na 36 Henene 6epeMeHHOCTH, ¢ Maccou Tena 3380 1, poctoMm 52 cwM,
OKPYXHOCTb T'OJIOBHI - 34 CM, OKPYXKHOCTb IpyAu — 34 CM, OIIEHKa 1O MIKajie Anrap
coctaBuia 7/7 6anios..

CocrosiHME TIpM  POXKIECHUM CpPEOHEH CTENEHU TKECTH 34  CUET
MOPp(POPYHKIIMOHAIEHON HE3peNocTH Ha (OHE HEJOHOIIEHHOCTH M KOXKHOTO
MpoIECcCca: MOPAKEHUE KOKHU B BUJE PUTMAHON TOHKOW MPO3pavyHON “KOJIIOMIAHON
MJICHKU, U3MEHEHUs ObLIN 00Jiee BhIPAKEHBI Ha JIUIIE, TYJIOBHUIIIE.

N3 pomunbHOro 3ana mepeBeAEH B OTACIICHUE PEaHUMAallUM M WHTCHCUBHOMN
Tepanuu, aJanTUPOBAJICS B YCIOBUSX KIMHUYECKOTO HHKyOaTtopa, MpOBOAMIACH
MH(Y3HOHHAs Tepanus. OHTepajdbHOE KopmiieHMe ¢ nepBeix cyrok. OAK wu
OMOXMMHUYECKUM aHAIN3 KPOBU — B Mpejienax BO3pacTHOM HOpMEIL. [losydan neuenue:
BHUKACOJI BHYTPUMBILLIEYHO, CYJIbTACHH, TJIFOKO30-COJIEBOM PacTBOpP.

Ha 5-e cyrtku u3 pomwibHoro goma ['Kb Ne 40 Obin mepeBenéH B
ExarepunOyprckuii KIMHUYECKUN TMEepUHATAIBHBIA LIEHTP B OTICJICHHE MaTOJOTUU
HOBOPOXJICHHBIX JIJIs JAIbHEHUIIIETO JIEYCHUSI U 00CIIeI0BAHMUS.

I[Ipu  ocmoTpe  cocrositHMe  peOEHKa  CpelHeTsHKENoe 33 CUer
MOpGhODYHKITMOHATLHONH  HE3peJOoCTH Ha (OHE HEJOHOIICHHOCTH, KOXKHOTO
rporecca.

Status specialis: 1BET KOXHOTO TIOKpOBa rurepeMupoBaH. [umnepemus
HauOosiee BBIpaKEHA B CKJIaaKax, Ha June. OTMedaeTcss TeHepaIn30BaHHOE
HIeTyIIeHHEe B BHUJIE TOHKUX OenbIx yemryek pasmepom 0 0,5 cMm. B obnmactu nba
HaOIIOAAIOTCA MOBEPXHOCTHBIE 3PO3HMHM, B BUCOYHOW 00JIACTU THOMHAs OKPYIJIOW
dhopmbl Kopka auamerpom 1,5 cm. BepxHue Beku ria3 peOeHKa 3amoIHEHbl KOPKaMH.
Hoc, poT u yiabie pakoBUHBI CBOOOIHBI OT KOpOK. (Puc.1).

[IpoBonunuce naboparopusie uccienoBanus: OAM, OMOXMMUYECKUN aHAINU3
KpPOBH, HMMYHOTpaMMa B Tipejiesiax Bo3pacTHor HopMbl. B OAK 10 9 nus nedenus B
OT/ICJICHUH TIATOJIOTUH HOBOPOKICHHBIX HAOIFOIAJICS JICHKOIMTO3 10 22,8% 10%/.

B oTaeneHun naTosioruM HOBOPOXKAEHHBIX HA OCHOBAaHUU KIMHUYECKHX U
1a00paTOPHBIX JAHHBIX PEOCHKY ObLT BHICTABIICH KIIMHUYECKUMA TUATHO3:

OcHoBHOI: Bpoxnennas HeOyuie3Has HUXTHO30(OPMHASI DPUTPOIACPMHUS.
OcnoxHeHrne BTOPUYHON WHDEKITUH.

ConyrcrByrommii: ['umokcuaeckast sHiedanonaTusi, 1Ko CTETICHU, PAHHHMA
BOCCTaHOBUTEIHHOM ePUOI. Cunapom BETreTaTUBHBIX TUCHYHKIIUN.
Henonomennoctrs 36 HEOEIE.
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[IpoBoaunoCh JieyeHUE: CUCTEMHAsT Tepamus - TITIOKOKOPTUKOCTEPOUIaMU
(npenHu30I0H 2 MI/KT), aHTHOaKTepuaibHas Tepanus (BaHKOMMIIMH, T€HTAMUIIMH,
aMIUIIWJUTAH B BO3PACTHBIX J03MpOBKax). HapykHasi Tepamnusi MpOBOINIACH Ma3bIO
benanTen 2 pa3a B JicHb.

~
Puc. 1. Pe6énok ¢ uxmuosughopmmoti spumpooepmueti 8 omoenreHuu namoiocuu
HOBOPONCOEHHBIX

4.02.2019 — 13.02.2019 r. HaxoauiIcs B OTJIETICHUE XUPYPTUH HOBOPOKIEHHBIX
I'AY3 CO OJKbB Nel. IlpoonepupoBaH 1Mo MOBOJY MOCTUHBEKIIMOHHOTO abciiecca
JIEBOM JIOKTEBOM SIMKH.

13.02.19 r. rocnutann3upoBaH B OTAEIEHUE IS eTeil paHnHero Bo3pacta I'b
Nell ¢ xanmobamu Ha Kamieib, OCHUIIOCTh Tojioca, CyO(peOpHIbHYIO TeMIepaTypy
Tesa, 0ECIOKONCTBO C TUTaYeM, IEPUOTUICCKAE CPHITHBAHMS.

OOBEKTHBHO: COCTOSHUE CPEAHEW TSHKECTH 3a CYET TUHoTpoduu, KOKHOTO
nporiecca.

Status specialis: mBeT KOKHOTO MTOKpOBa caabo runepemupoBad. Habmomaercs
CYXOCThb KOXH, TE€HEpPaJIM30BAHHOE WICNYIICHHE C IUIACTUHYATBIMU YeIIyHKaMH.
['HOliHBIE KOPKM OTCYTCTBYIOT. BepxHue Beku CBOOOIHBI OT KOpok. OTmedaercs
anonernus (Puc. 2).

N3  naGopaTopHbIX W HHCTPYMEHTalIbHBIX  HccienoBanuii:  OAM,
OMOXUMHUYECKUN aHau3 KpoBH, Y3W OpronrHoil mojIoCTH - B TIpejesiax BO3PaCcTHOM
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HOopMbl. B OAK — ymepeHnHbIil HeliTpoduiiés, Ha peHTreHOTpaMMe - IIPABOCTOPOHHSSI
IIHEBMOHMUS B BEPXHEW J10JI€.
Puc. 2. Peb6énox ¢ uxmuosugpopmmuoii spumpooepmueti neped svinuckoti uz JJI'6 Nel |

[ToctaBnen auarHo3: benkoBo-3HepreTHyeckass HEJOCTATOYHOCTh 2 CTEIEHHU.
BryTpuOonsHUYHAsT THEBMOHHMS B BepxHEW pgone cmpasa. MxtmozodopmHas
APUTPOACPMHUS.

Haznaueno neuenne: ILleptpuakcon 60 wmr 2 gHs, 3atreM MepoHeMm
(Mepomnienem) 60 mr 3 pasa B JieHb, HCKyCCTBEHHOE BCKapmimBanue MHdpaTtpunu mo
80 M1, Hapy»KHO — Ma3b bemanTeH 2 pasa B JICHb.

[locne mpoOBENEHHOrO JIEUEHUS B OTACIICHUM MATOJOTHUH HOBOPOKIEHHBIX
Ha0JII0/1a71ach MOJIOKUTEIbHAS TMHAMUKA: SPUTEMa U MIETyIIEHUE KOKHOTO MOKPOBa
3HAUYUTEIFHO YMEHBIIWINCH, KallleJh He Oecrokom1, Temneparypa tena 36,6 C°, ect
aKTUBHO, OTMEYaeTcs MprubaBKa B Macce Tela.

[Tocne BBIMUCKU M3 OOJMBHUIIBI JTOMON PEOEHOK MOMJICKUT JUCITAHCEPHOMY
HaOJIIOCHUIO BPAYOM JIEPMATOJIOTOM U TIEAUATPOM

Pe3yabTaThl U MX 00CyXKAeHUE

Bpoxnennass uxTuo3o@opMHas SpUTPOACPMHUSI TPUCYTCTBYET YxKE MIPHU
poxksieHnd. HoBOpOXI€HHBII 00BIYHO MMEET OJIECTALIYI0 HATSIHYTYI0 KOJUIOMIHYIO
obonouky. Ilocne  ormaganus  00OJOYKM  KOXKa  MIIQJICHIIEB  OCTaeTcs
TUIIEPEMUPOBAHHON U C TEHEPAJIM30BAHHBIM HICITYIICHUEM B BHUJI€ TOHKUX OEJbIX
yemyek [3, 5].

[Ipy rucTOMIOTMYECKOM HCCIIEIOBAHUN HAOJI0IaeTCsd TUIEPKEPaTo3, YacTo
OCTPOBKH Iapakeparosa [S].

JluarHoctuka BPOXKIECHHOW HMXTHO30(OPMHOU SPUTPOJACPMUHU OCHOBBIBACTCS
Ha XapakKTepHOW KIMHUYECKOW KapTUHE: HAIMYHME CYXOCTH U ILIETYIICHUS KOXH C
dbopmupoBanuem uemryek. Ilpu cOope aHamHe3a HEOOXOIMMO Yy3HATh HAIMYHE
MXTHO032 Y pPOJICTBEHHUKOB NalMeHTa 1 u 2 crenenu poacrsa [2].

Heobxoaumo MIPOBOJINTH muddepeHuanTbHy 0 JUArHOCTUKY
UXTUO3U(OPMHON SPUTPOJAEPMUU C IPUTEMOM, J1€CKBAMATUBHOW HPUTPOAECPMUEH
Jleitnepa - Myccy, s3xconuaTuBHbIM AepMaTtutoM Putrrepa [3, 5].

[laupeHT mNOMIEKUT 00sI3aTENBHOM TOCHUTANIM3AIUUM B PEaHUMALIMOHHOE
OTJIeJIEHUE WK OJIOK MHTEHCUBHOM Tepariuu.

HapyxxHoe KOHCEpPBAaTUBHOE JIeYEeHUE BKJIFOYAET IpUMEHEHUE
KEpaTOJUTUUECKUX CPEICTB, KOTOphie coaepxar 2% — 5% - 10% wmoueBuHy,
canuuuiIoByto 2 - 5%, MosiouHyto 8% U1 TIIMKOJIEBYIO KUCIOThI, IPUMEHSIOT 2 pa3a B
CYTKHU, KaK BO BpeMs TEpaIlH, TaK U B IIEPEPbIBAX MEXAY KypcaMu JieueHus. Tak xe
MMEET MECTO MNPUMEHEHHUE CMSTYaloNUX ¢ YBIAXKHSIIOIIUX CPEACTB: KPEM C
sprokanbiiddeposoM, Mass ¢ petunosiom 0,5% kpema mo Ty «mMaciao B Boje» 2 - 3
pasa B CyTKHU B MIEpEpbIBaX MEXIY KypcaMmH JieueHus [3, 4].

Heo0xoaumMo0 HAYMHATH Tepanui0 B MepBble CYTKH, KOTOPasi BKJIKYAeT B
ce0s:

1) MHTEHCHBHYIO TE€pAIUIO B YCIOBUSIX MHKYOaTOPa;

2) KOPPEKLHUIO BOJIHO-3JIEKTPOJIMTHOIO OanaHca;
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3) npuMeHEeHNE aHTUOAKTEPHATILHBIX MTPENapaToOB CUCTEMHOTO JICHCTBUS,;

4) Ha3HAYeHHE CHUCTEMHOW TEpamuu MpU TIKEIBIX (PopMax BPOKIECHHOTO
uxTro3a. /s moctmwkenus agpdexra He0OXOAUMO HAUYWHATH JICUCHHUE B TIEPBBIC THU
xu3Hn pedenka. EmE B 70-x rr. mpornuioro Beka @. A. 3BepbKOBOI pa3paboTaHa
METOJIMKA JICUCHUSI UXTHO03a, B OCHOBE KOTOPOU JICKUT paHHEE HA3HAUYCHUE TEPAIUU
MIPETHU30JIOHOM B CTAPTOBOM J103€ 2 MT/KT/CyTKH [1]. DTa METOIMKA UCTIONB3YETCS U
B HAlllM JIHU: HA3HAYAIOT CUCTEMHbIC TIIOKOKOPTUKOCTEPOUAHBIC Mpenaparbl W3
pacuera 1o npeaIHu30JI0Hy 2 - 5 MT Ha KT Beca B CyTKHM B TeueHue 1 - 1,5 mecsues ¢
NOCTENEHHBIM CHH>)KEHUEM JI03bI 0 IMOJTHON OTMEHHI [2].

BbIiBOABI

M3 nmpencTaBleHHOrO  KIMHUYECKOTO  Ciiy4yas CIEeAyeT, YTO paHHSSA
JMAarHOCTUKA M CBOEBPEMEHHO HauyaTas CHUCTEMHas Tepamnusi MO3BOJIMIN OBICTPO
KyIUPOBaTh CUMITOMBI 3a00J1€BaHUHN U MPEOTBPATUTH PA3BUTUE OCIOKHEHUI.
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