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CEMEWMHBIA CJTYYAM BPOKJIEHHOI'O UXTUO3A

Parumosa Cesuiinna CeliMyp kbI3bl, Copokuna Kcenust HukonaeBna

Kadenpa nepmaroBeneponoruu 1 0€30MacHOCTH KU3HEAEATEIbHOCTU

®I'bOY BO «Ypanbckuil rocy1apcTBEHHbIN MEIUIIMHCKUN YHUBEpcUTeT» Mun3apasa Poccun
ExarepunOypr, Poccus

AHHOTaANUA

Beenenue. Bpoxmennbiit uxtno3 (congenital ichthyosis) — ato rpymnma reHeTHYeCKHX HAapyIICHHH OpOTOBEHHS,
XapaKTepU3yIOUIMXCsl TeHEePaIM30BaHHBIM THUIIEPKEpPaTo30M M IunenynieHueM. Lleab mcciegoBaHMsi- 1€MOHCTpAIUs
KJIMHUYECKOTO CITydasi POXKACHHs peOEHKa C BPOXKICHHBIM HXTHO30M M YJIy4lIEHHE KauecTBa )KU3HH IIPH CBOEBPEMEHHO
HayatoM JedeHuu. Martepuan u Meroabl. I[IpousBeneH 0030p 3apyOeKHBIX M OTCUECTBEHHBIX MyOJHMKAIMA C
ucnonp3oBanueM nouckoBeix cucteM eLIBRARY.RU, cyberleninka.ru, Medscape, PubMed. Pe3yabTaThl.
[IpencraBnsieM KIMHUYECKUH ciydail ManueHTa, y KOTOPOTO C POXKACHHS AMATHOCTHPOBAH BPOXKICHHBIN HMXTHO3 W
JMHAMHUYECKOoe HaOII0JIeHHe Ha MEPBOM TOJy XM3HU C OLEHKOH 3((eKTHBHOCTH Tepamuu. BuiBoabl. OnucaHHBINA
KIMHUYECKUH CiTydail BpPOXKIEHHOTO HMXTHO3a Yy HOBOPOXIEHHOTO peOCHKa IEMOHCTPHPYET, YTO CBOEBPEMEHHAs
JIMarHOCTHKA W JIEYEHHE BPOXKIECHHOTO HMXTHO3a IO3BOJIICT JOCTHYh MHHHMAIbHBIX KIMHUYECKUX MPOSBICHUN
3abosieBaHus, 4TO OOECIEUYMBAET BHICOKOE KAueCTBO JKU3HM MMAlMEHTa, €ro COLMAIH3ALUI0 U IICHXOJOTHYECKYIO
aJlanTalyio B TEUCHHE KU3HU.

KaioueBble ci10Ba: HOBOPOIK/ICHHBIN, BPOXKICHHBIH NXTHO3, T€HOIEPMATO3bI.

A FAMILY CASE OF CONGENITAL ICHTHYOSIS

Ragimova Sevilina Seymur kyzy, Sorokina Ksenia Nikolaevna

Department of Dermatovenerology and Life Safety

Ural State Medical University

Y ekaterinburg, Russia

Abstract

Introduction. Congenital ichthyosis is a group of genetic keratinization disorders characterized by generalized
hyperkeratosis and desguamation. The aim of this study to demonstrate a clinical case of a child with congenital
ichthyosis and to improve the quality of life with timely treatment. Material and methods. Foreign and domestic
publications were reviewed using the search engines eLIBRARY .RU, cyberleninka.ru, Medscape, PubMed. Results. We
present a clinical case of a patient diagnosed with congenital ichthyosis from birth and dynamic observation in the first

year of life with the evaluation of therapy efficacy. Conclusion. The described clinical case of congenital ichthyosisin a
newborn child demonstrates that timely diagnosis and treatment of congenital ichthyosis alows to achieve minimal
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clinical manifestations of the disease, which provides high quality of life of the patient, his socialization and psychological
adaptation during life.
Keywords: newborn, congenital ichthyosis, genodermatoses.

BBEJIEHHUE

Bpoxaennsiii uxtro3 (congenital ichthyosis) — 3to rpymnma reHeTHyeckMx HapylIeHHI
OpOrOBEHMS, XapaKTEPU3YIOIIMXCS T€HEPATN30BaHHBIM THIIEPKEPATO30M U 1IenymeHueM. Hazpanue
3a00J1eBaHUs IPOUCXOAUT OT IPEUECKOro cioBa «icthys», yTo o3HavaeT «pbiday, U3-3a YeUIyH4aToro
BUJIa TIOpaKEHHOM KoXxH [1].

B ocHoBe naTtorenesa BpoKAEHHOI0 MXTHO3a JIEKAT U3MEHEHNE CTPYKTYpPbl KEpaTHHA U €ro
runepnponykius.  DeHoTunuyeckass TIeTEpPOreHHOCTh  MXTHO3a  SIBISIETCS  PE3YJIbTaTOM
MHOTI'OYMCIICHHBIX BapUaHTOB I'C€HHBIX MYyTallMH, KOTOPbIE HMPUBOAAT K HApyLIEHUIO IOMEOCTa3a
3€PHHUCTOTO U POTOBOTO CJIOEB, BBI3BIBASI CTPYKTYPHbIE U (DYHKIIMOHAIbHBIE HAPYyIIEHUS KOKHOTO
Oapbepa [2,3].

Bce uxTHO3BI nendrcs Ha JBE TPYIIBL HECHHAPOMAIbHBIE (OPMBI, OrpaHUYMBAIOIINECS
TOJIKO KOYKHBIMH U3MEHEHUSIMH, U CUHAPOMAJIbHbIE, KOTJJa UXTHO3 SIBJISIETCA OJHUM U3 CUMIITOMOB
[3]. HacnenyroTcs kak mo IOMHUHAHTHOMY, Tak H perieccuBHomy Tuiy [4]. HecuHapomanbHbie
MXTUO3bl BKJIIOYAIOT MUXTHO3 OOBIKHOBEHHBINH, PEleCCUBHBIA X-CLEIUIEHHBIH MXTHO3, ayTOCOMHO-
PCLIECCUBHBIA BPOXKJICHHBI HXTHO3, KEPAaTMHOMATUYECKUI MXTHO3 U Apyrue ¢opmbr [5]. Ilo
ayTOCOMHO-JIOMUHAaHTHOMY THILy HACJIEAYIOTCA SMUACPMOJUTHUYECKUM HXTHO3 M IPOCTOH, IO
ayTOCOMHO-PELIECCUBHOMY THUIly — JaMmeuisipHbid. [lpu  X-CHEMIEeHHOM UXTHO3€ MyTanus
IIPOMCXOJUT B T'€HE, CLIETUIEHHOM C ITOJIOBOM XpOMOCOMOM, MEXaHU3M HacleI0BaHHs PeLleCCUBHBIN
[2,5].

Bo Bpemst 6epeMEHHOCTH € 11eJIbI0 TMarHOCTUKU UCIOJIb3YIOT aMHHOLIEHTE3 C OCIE Y IOIUM
aHaAJIM30M AMHMOTHUYECKON JKUIKOCTH, a TaKKe OMOIICHIO BOPCUH XOpHOHA. OJHAKO MHBA3UBHbIE
METO/bI IMOBBIIIAIOT PUCK CaMOIPOU3BOJIBHOTO MpPEPHIBAaHUS OEPEMEHHOCTH, B CBSI3M C Y€M Ha
IIPaKTUKE HMCMOJIb3YIOTCS KpaliHe peako. Ilocime poxkIeHus nuarHo3 MXTHO3 yCTaHABIMBAETCs Ha
OCHOBAHUHU KJIIMHUYECKOH KapTHHBI, KOTOpas MpOSIBIAETCS B BUAE CHELU(PUUYECKOTIO MISTYILIECHHS
Koku. M3MeHeHHss B aHanm3aXx Hecnenu(UYHb, HO MOXXET OBITh BBISBICHO IOBBIIICHHAE
XO0JIeCTEpUHA, CHIXKEHUE ypoBHs [5,6].

OCHOBHBIM METOJOM MPO(PUIAKTUKH SIBISETCS NPOBEACHHUE IPEABAPUTEIHHOIO MEIUKO-
TEHETUYECKOT0  KOHCYJIBTHUPOBAaHMS, MPOBOAUTCS OHO B  ClydasX  HeOJaronmpusTHOH
HACJICICTBEHHOCTH CO CTOPOHBI CYTpyToB [5].

JleueHne HauMHAIOT B NEpBble JHM kHU3HHU peOeHka. Emeé B 70-x rr. mpomwioro Beka @. A.
3BepbKOBOI pazpaboTaHa METOUKA JICYEHUS UXTHO03a, B OCHOBE KOTOPOM JIS)KUT paHHEEe Ha3HAaUeHHE
TepaIuy NpeAHU30JI0HOM B CTApTOBOM 103€ 2 MI/KI/CYTKHU B TedueHue 1 - 1,5 Mecs1eB ¢ oCTeNeHHbIM
CHIDKEHHEM JI03bl JI0 IOJIHOM OTMeHbl. BO MHOruMX wHcciaeaoBaHUSAX [UIsl JICYEHHS HUXTHO3a
npeJularaeTcsi BATaMuH A (pETHHOM) U ero apoMaTuyeckue GopMbl (PETUHOMIBI), HOPMAIHU3YIOIIHE
IpoLecc KepaTMHU3aluu. MecTHOe JedeHue 3akilodaeTcs B Ha3HAYEHUU KepaTOJUTHYECKHX
CpeAcTB, KoTopele coaepxar 2% — 5% - 10% moueBuHy, canuuioByto 2 - 5%, Monounyto 8% u
IJINKOJIEBYIO KHUCJIOTBI; TNPUMEHEHHE CMSTYarmollluX U YBIAXKHSIOUIMX CPEJICTB: KpeM ¢
sprokanbiudeposaom, Masb ¢ pertuHosoM 0,5% kpema 1o THUITy «Macio B Bojie» 2 - 3 paza B CyTKHU B
nepepbiBax MEKAY Kypcamu jedenus [3,7].

Heab wucciaeqoBaHusi — JEMOHCTpallMs KIMHUYECKOTO Cilydas pOXICHHS peOeHKa ¢
BPO’KJCHHBIM UXTHO30M M YJIyYIlIEHUE KaueCTBA *U3HU IIPU CBOEBPEMEHHO HA4YaTOM JICUEHHUU.

MATEPHUAJI U METO/1bI

[IpowsBenen 0030p 3apyOeKHBIX MU OTECUECTBEHHBIX MyOJIMKAIUH C WCIOJb30BaHUEM
nouckoBeix cucteM eLIBRARY.RU, cyberleninka.ru, Medscape, PubMed. Knunuxko-
aHAMHECTUYECKUH METOJI: W3Y4YeHHE MCTOpUU OOJE3HW C THHEKOJOTMYECKHMM M aKyIIEpPCKUM
aHaMHE30M MaTepH, OCMOTP HOBOPOXKJIEHHOT'0, KITIMHUKO-1a00opaTopHoe 00CiIeJ0BaHHE.

PE3YJIbTATHBI

[TaninenT, ManmbuuK, 3-bIid 1€Hb poxacHH. JKaoObl Ha HAIMUKE Y PEOCHKA CyXOCTH KOXKH C
POXIeHUs, OOUIIbHBIE MEJIKO U KPYMHOIUIACTHHYATOE LIeNTyIICHHE.
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Anamnesis vitae: peOcHOK poOIWIICS B YyIOBICTBOPUTEILHOM COCTOSIHHH OT V-0
O6epemeHHOCTH, V-X OBICTPBIX CPOYHBIX (PU3HONIOrHYecKHX poaoB B cpoke 40 Hexenb. Bec
HOBOpOXAeHHOTO TIpH poxkaeHuu 2 kr 800 r, poct 49 cM, OKpY>KHOCTh T'OJIOBBI 32 CM, OKPY>KHOCTb
rpynu 33 cM, onieHka no mkaie Anrap 7/8. Ha 1-if MuHyTe )KM3HH KOHTAKT «KOXa K KOXKe», TIEpBOe
MPUKJIAIbIBAaHUE K Tpyau. AKyIIepcKuil aHamHe3: Ha 12 Hemene - cuHycoBas Opaguaputmus, 19
HeJzese - HU3KOe Mpeasieskanue tianeHTsl, ¢ 30 Hepenu - ruaponedpos, UXTHo3. B mepuos poaos
HaONI01a7loCh  TOJIOBHOE —MpeUIeKaHUE, MPEeKICBPEMEHHbI pa3pblB  IUIOAHOTO  ITY3bIpS,
MATOJIOTMYECKH JITMHHAS ITyTIOBUHA, IBYXKPAaTKHOE HETYr0e 0OBUTHE ITyTIOBUHBI BOKPYT IIIEH IUIOAA.
VY matepu oTMeueH ypereporuapoHedpos crpaBa, HEUPOLUPKYISITOPHAS TUCTOHUS, BEreTaTUBHAs
ICYHKIUS CHHYCOBOTO Yy37a, yMepeHHas Opamucuctonus. CocTosHHE 370pOBbi peOCHKa B
POJMIIBHOM JIOME yAOBIIeTBOpUTENbHOE. B 3-i1 nenb xu3HM npoBeaeHa BakmuHaius LK (0,05 mr
B/K), IPOTHUB TenaTtuta B - oTkas; menaguona varpus aucynbhut 0,1 mi/kr-0,3 vt B/Mm Ne 1 ¢ nenbio
PO UIAKTUKH TeMOpparundeckoi 6oae3an HoBopoxkaeHHoro; OAK: monomuTs - 16.50%.

HacnencrtBeHHOCTh: y MaTepu - BPOKIAEHHBIM MXTHO3, y | u || 1eBoukHM — BpOXKAEHHBII
uxtno3, |1l u IV netu (1eBOYKH) - 3M0POBBL.

Status praesens: CocTosiHUE yIOBIETBOPUTEIBHOE, pEOCHOK aKTUBEH, HA OCMOTp pearupyet
criokoiiHo. Tenocnoxenue nmpasmibHOE. ['0J10Ba HOpMaIbHOM (HOPMBI, KOCTH Yepera MIOTHBIE, BB
gyeperna COMKHYThIe, 0oboi poaandok 1,0x1,0 cM, 6e3 mynbcanuu. HocoBbie X016 CBOOOTHBI, 3¢B
CIOKOGH, AayCKYJbTaTUBHO [IbIXaHWE IMYyIPUIIBHOE, XPUIBl HE BBICIYIIUBAIOTCSA, MPU3HAKU
JbIXaTEeJIbHOM HEAOCTAaTOYHOCTH, LIMAaHO3, KHUCIOpPOJAHAs 3aBHUCUMOCTh OTCYTCTBYIOT. Cepaue
pacmojOKEHO ClieBa, TOHBI CepAla SCHbIE, PHUTM NPABWIBHBIM, pEryJsSpHbIHA, IIyM He
BBICITIIIMBAETCS, yJIbC B HOpME. CO CTOPOHBI HEPBHOM CUCTEMbI HAPYIIEHUH HET: IMOLMOHAJIbHAS
aKTUBHOCTh — TPOMKHIl IUIay, JABUraTelbHas aKTUBHOCTH, TpUMaca Iiaya, MBIIICYHBI TOHYC B
HOpMe, pediiekchl 1255 HOBOPOXIEHHBIX BBI3BIBAIOTCA. JKMBOT MpPaBUIBHON (OPMBI, MSTKHIA,
MEePUCTATIbTUKA KHUIIEYHHKA BBICIYIINBACTCS, HAPYXKHBIC IMOJIOBBIE OPraHbl MO MYKCKOMY THUIY,
aHOMAJINi pa3BUTHS HE 00OHAPYKEHO.

Status specialis: KoxHbIN TOKPOB KpacCHO-PO30BOI0 IIBETA, MPAMOPHBIH, CyX0il, HOpMaIbHON
Temneparypbl. Bumumele cau3ucTeie po3oBbie, uncThie. Koxkublil mporece auddysnbiii. Ha koxe
JUIa, TYJOBUINA, BEPXHUX U HIDKHUX KOHEYHOCTAX YMEPEHHO MEJIKO M KPYIHOIUIACTHHYATOE
menyeHue Ha (poHe Ha QoHE yMEpEeHHOW THIepeMud, Jierkol uH@uibTpanuu. Ha magoHHBIX
MIOBEPXHOCTAX KUCTEH U MOAOUIBEHHBIX IMOBEPXHOCTAX CTOI BBIPAKEH KOYKHBIM PUCYHOK, MEJIKO U
KpYMHOIUTACTUHYATOE IIETyICHHE.

Juarnos: BpoxxaeHHbINH UXTHO3.

[TaniueHTy peKOMEHI0OBAHO JICUCHUE: TIPETHU30JIOH B J103€ 3 MI/ KT €KEIHEBHO B TeueHUU |
Mecsla ¢ MOCIEeAyOIIMM CHUKEHUEM J103bl B TEUEHUU 2-X HENEb. YXOJ 32 KOKEH C IOCTOSTHHBIM
MIPUMEHEHUEM 3MOJIEHTOB. J[MHaMuyeckoe HaOJ0JeHUE AepMaTOBEHEPOJIOra, eauarpa, MeJauKo-
TEeHETUYECKOE KOHCYJIbTUPOBAHNUE.

[Tpr MOBTOPHOM OCMOTpE Ji€pMaTOBEHEpOJIora B 3 Mecsla Ha KOXe MalleHTa COXPaHsIoCh
Jerkoe oTpyOeBHIHOE LIenylleHne Ha (oHe Jierkoro kceposa. [Ipu nuHamMuyeckoM HaOIIOJEHUN
pebeHka B 9 MecslieB kano0 aKTUBHO HE MPEAbIBIISAIN, IPU OCMOTPE KOKHBIM IMOKPOB YUCTHIN C
JIETKUM MPOSBIEHUEM CYXOCTH KOXH. PEKOMEHIOBaHO NPOIOJIKUTH NMPUMEHEHHE 3MOJIEHTOB H
JUHaAMH4YecKoe HaOII0eHHUE Y CTIeUaINCTOB.

OBCYXIEHHE

Penkue 3aboneBaHusi KOXXM C F€HETHUYECKUM HapyIIEHHMEM OPOrOBEHUS HMEIOT OOJIBIIYIO
KJIMHUKO-TEHEeTHYECKYl0 BapHalenbHOCTh. Ha ceropHamHuii JeHb B CBA3M C HEOOJBIIUM
KOJIMYECTBOM HAONIOJCHUN Npe/jiararTcs pa3iMyHble BapHaHThl TEpalUuU C Pa3HOM CTENEeHBIo
J0Ka3aTenbHOCTU. M3yueHne TepaneBTHUECKOW 3(P(HEKTUBHOCTH pa3IMYHBIX BAPHAHTOB JIEUCHUS
IIPU BPOXKJIEHHOM UXTHO3€ U ITPOCIIEKTUBHBIN aHAJIN3 TTO3BOJISIT COBEPIIEHCTBOBATH METO/IbI TEPAIluU
u obecrieunTs AU hepeHInpOBaHHBIN MOAX0/ K BHIOOPY Mpenapara.

BbIBO/IbI

OnucaHHBI KIMHUYECKHH Coydail BpPOXKJAEHHOTO HXTHO3a Y HOBOPOXKJIEHHOTO pebeHKa
JIEMOHCTPUPYET, YTO CBOEBPEMEHHAs] TUArHOCTHKA M JICUEHUE BPOXKJIEHHOTO MXTHO3a IMO3BOJISIET
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JOCTHYb MHUHUMAJIBHBIX KIIMHUYCCKUX HpOHBJ’IeHI/Iﬁ 3216OJ'IeBaHI/I$I, YTO 00€CIEYUBAET BBLICOKOE
Ka4uCCTBO XU3HU MAIUCHTA, €TO0 COMUAIIN3AalUI0 U ICUXOJOTNYCCKYIO aJallTallui0 B TCUCHUC KU3HU.
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TEPHETU®OPMHAS DK3EMA KAIOIIHN Y JETEN

CeBoctbhsiHOBa Mapus HuxonaeBHa, AuToHoBa CBetiiana bopucoBHa, Bumnesckas Mpuna
®denopoBHa

Kadenpa nepmaroBeHepoaoruu u 6€30MaCHOCTH KU3HEACATETHHOCTH

OI'BOY BO «Ypanbckuii rocyqapcTBEHHbIM MEIUIIMHCKUN yHUBEpcUTET» MuH3apasa Poccun
ExarepunOypr, Poccus

AHHOTAIHSA

Beenenne. Dx3ema Kamomm sBiseTcs MpOSBICHHEM TI'eHEPATU30BAHHOM TepreTHdecKoi HWH(EKLINH, BBI3BAaHHOM
BHUPYCOM IIPOCTOTO Ieplieca, OCIOKHAOIEH TEUEHUE XPOHUUECKUX JA€PMATO30B C 3PO3UBHO-A3BEHHBIMU [IOPAKECHUSIMU
KOXXH Yy JIeTeil MIIaJIero Bo3pacra, pexe y NOAPOCTKOB U B3pocibiX. Lleb uccienoBanusi —onmucanue KIMHUYECKOTo
ciayyas ok3embl Kamomm y pebeHka ¢ XpOHHYECKUM JiepMaTo3oM. Marepuas U MeToabl. [IpencraBieH KIMHUYECKUI
ciyyaii sk3embl Kamnomm y pebeHka ¢ aTOMMYECKUM JepMaTUTOM, MIIaleHYecKkoi (opMoii ¢ posK/ieH s, HENPEPhIBHO
PEIHMIUBUPYIONUM TeueHHEM. Pe3yabpTaThl. ABTOPEI cOOOMAOT 00 ycrexe KOMIUICKCHON Tepanuu repneTuopMHON
3k3embl Kamomu Yy OIIMCAaHHOT'O IMalueHTa. BLIBOZ[LI. Dx3ema Kamommu NpeACTaBJIACT HHTCPCC H3-3a HIUPOKOIo
Z[I/I(I)q)epeHHI/IaHBHO-HI/IaFHOCTI/I‘{GCKOFO NOUCKa, MOJIHUCHOCHOI'0 TCYCHUA [ACPMATO3a, BO3MOXKHBIM pPA3BUTHCM
KI3HEYTPOXKAIOIIUX COCTOSHUH. [epriecBUpycHbIe MH(EKINK dalle BCEro YCYTYOISIIOT TEUCHHE YK€ MMEOIIHXCS
JACPMATO30B, YTO CYHIECCTBECHHO OCJIOKHACT KU3Hb IMAllUCHTOB.

KaroueBbie ciioBa: ['epriecBupycHbie HH(EKINH; Sk3ema Karmomm; aTonnaecknii 1epMaTurT.

ECZEMA HERPETIFORMIS OF KAPOSH IN CHILDREN.

Sevostyanova Maria Nikolaevna, Antonova Svetlana Borisovna, Vishnevskaya Irina Fedorovna
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Abstract

Introduction. Kaposi's eczemais a manifestation of a generalized herpetic infection caused by the herpes ssimplex virus,
complicating the course of chronic dermatoses with erosive and ulcerative skin lesions in young children, less often in
adolescents and adults. The aim of the study to describe a clinical case of Kaposi's eczema in a child with chronic
dermatosis. Material and methods. Description of a clinical case of Kaposi's eczema in a child with atopic dermatitis,
an infantile form from birth, with a continuously recurrent course. Results. The authors report the success of complex
therapy for Kaposi's eczema herpetiformisin the described patient. Conclusion. Kaposi's eczemais of interest due to the
wide differential diagnostic search, the fulminant course of dermatosis, and the possible development of life-threatening
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