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BPOXKJEHHBIN UXTHO3. KIMHUYECKHUI CIYYAI
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Kadenpa rocnintaibHoi neauaTpuu 1 HEOHATOJIOTUU

OI'bOY BO «AcTpaxaHCKkuil TOCyJapCTBEHHbIN MEIUIMHCKUIN YHUBEpcUTET» Mun3apasa Poccun
Acrpaxans, Poccus

AHHOTALUA

Beenenmne. VIXTHO3bI — 3TO rpynmna peIKUX TEHETHYECKUX 3a00JIeBaHUH C MHMPOKUM (DEHOTHIIMYECKUM CIEKTPOM,
XapaKTepU3yIOUIMXCS Yalle BCEro reHepaJIu30BaHHBIM THIIEPKEPATO30M U IISNYIICHUEM ¢ BapuabenbHOH spuTemMoil. B
OCHOBE IIaTOTEHE3a BPOXKJIEHHOIO MXTUO3a JIEKAaT U3MEHEHHE CTPYKTYpbl KEpaTHHAa U €ro TUIEPIPOLyKLUS.
deHoTUnMYeCcKasi TeTepOoreHHOCTh UXTHO3a SBJSIETCS PE3YJbTATOM MHOIOYMCICHHBIX BAPUAHTOB I'€HHBIX MYTALUH,
KOTOpbIE€ IPUBOJAT K HApyLICHHIO TIOMEOCTa3a 3EpHUCTONO U POrOBOIO CIIOEB, BBI3BIBASL CTPYKTYPHBIE U
(YHKIMOHANBHBIE HapyIIeHUs] KOXKHOTO Oapbepa. Jlnar€os B OOJBIIMHCTBE CIIy4aeB YCTAHABIMBACTCS cpasy IIOCIe
POKIEHUS HA OCHOBAaHUM KIMHUYECKUX AaHHBIX. OCHOBOM JIeUEeHUS SBISIOTCS NPABUIBHBIA YXOJ 3a KOXKEH, peryJspHoe
ee yBII@KHEHHWE, NpeaynpexaeHne uHounuposanus. Lleqs mccaenoBanusi — onucath 0COOCHHOCTH KIMHHYECKOTO
TEUEHHMsI, IMATHOCTHKH M TEPANNH CEMEHHBIX CITy4aeB BPOXKAEHHOTO NXTHO3a. MaTepuaJ u MeToabl. VMicTropun 6one3nn
MAIMEeHTOB C BPOXKJICHHBIM UXTHO30M. PesysibTaThl. B cTaThe onMcaHbl KIMHUYECKHE CIIy4au BPOKIEHHOTO UXTHO3a Y
JIByX MaJbUYHKOB U3 OJHOHN CEMBH, POXKICHHBIX C pa3HuIeil 8 jer. Ha MOMeHT poxkaeHus y 060ux JeTel 0TMevYalnuch
CX0XHe KIMHHYECKHEe TPU3HAKU M XapakTep TeueHHs 3a0oieBaHusa. BuIBoabl. Y neTell B JaHHOW ceMbe MPOSBIIIACH
TeHeTHYeCKH Oyin3kasi GopMa BpPOXKIEHHOTO MXTHO3a. bilaronapsi CBOeBpeMEHHO HauaToil KOMIUIEKCHOW Teparuu 1
[IPaBWIBHOMY YXOJY OTMEUaJach CYIECTBEHHAs M10JI0XKUTEIIbHAS JUHAMUKA.

KiroueBble cjioBa: KoXa, BPOXKICHHBIM HXTHO3, HOBOPOXKICHHBIH PeOCHOK, KIIMHUYECKUH cIydan

CONGENITAL ICHTHYOSIS. A CLINICAL CASE

Alekseeva Anastasia Vasilyevna, Demidova Rimma Alexandrovna, Kashirskaya Elena Igorevna
Department of Hospital Pediatrics and Neonatology

Astrakhan State Medical University

Astrakhan, Russia

Abstract

Introduction. Ichthyosis is a group of rare genetic diseases with a wide phenotypic spectrum, characterized most often
by generalized hyperkeratosis and peeling with variable erythema. The pathogenesis of congenital ichthyosis is based on
a change in the structure of keratin and its hyperproduction. The phenotypic heterogeneity of ichthyosis is the result of
numerous variants of gene mutations that lead to a violation of the homeostasis of the granular and horny layers, causing
structural and functional disorders of the skin barrier. In most cases, the diagnosis is established immediately after birth
based on clinical data. The basis of treatment is proper skin care, regular moisturizing, prevention of infection. The aim
of the study is to describe the features of the clinical course, diagnosis and therapy of familial cases of congenital
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ichthyosis. Material and methods. Medical records of patients with congenital ichthyosis. Results. The article describes
clinical cases of congenital ichthyosis in two boys from the same family born 8 years apart. At the time of birth, both
children had similar clinical signs and the nature of the course of the disease. Conclusion. The children in this family
showed a genetically similar form of congenital ichthyosis. Due to the timely initiation of complex therapy and proper
care, there was a significant positive trend.

Keywords: skin, congenital ichthyosis, newborn baby, clinical case

BBEJIEHUE

Nxtno3 (muddysnas kepatoma, caypuas) — OTO TEHETHUECKH OOYCIOBIECHHOE
HaCJIEICTBEHHOE 3aboyieBaHHe, KOTOpoe Xapakrepusyercs Aud@y3HbIMU THIEpKepaTHUECKUMHU
W3MEHEHUSMHU KOXHBIX MOKpOBOB [1]. B ocHOBe maroreHe3a BpOXIEHHOIO HUXTHO3a JiEXkKaT
U3MEHEHUE CTPYKTYpbhl KEepaTMHAa U €ro TumnepnpoAykius. DeHOTUIUYecKas IeTepOoreHHOCTh
MXTHO3a SBJISIETCS Pe3yJIbTATOM MHOTOYUCIICHHBIX BApUAHTOB T€HHBIX MYTaIMil, KOTOPbIE IPUBOJISAT
K HapylIEHHUI0 TOMEOCTa3a 3E€pHUCTOTO U POrOBOIO CJOEB, BBbI3bIBas CTPYKTYpHBIE U
(GyHKIMOHATBHBIE HApYIIEHUS KOXXKHOro Oapwhepa [2]. Bce mXTHO3BI nmenarcs Ha JBe OOJbIINe
IPYNIbl: HECHHAPOMANIbHBIE (OPMBI, OTPAaHUYMBAIOIIMECS TOJBKO KOXKHBIMH HM3MEHEHUSIMH H
CUHIpPOMAJIbHBIE, KOT/Ia MXTHO3 SBISETCA OJHUM M3 MHOXecTBa cumntomoB [3]. Yacrora
BCTPEUAEMOCTH BPOXKACHHOTO HXTHO3a B TOMYJSIHMU 33aBUCUT OT Teorpaduyeckoil 30HBI U
cocTaBisieT npu Bynbrapaom wuxtroze — 1:250-1:1000, X-cumemmrennom — 1:2000-1:6000,
namesusipaoM —1:300000, mpu uxtrosudopmuoit sputpoaepmun — 1:100000. ['unepkepaTudeckue
U3MEHEHHUS KOXXM MOSIBIISIIOTCS YK€ Ha YETBEPTOM MeECSlEe BHYTPUYTPOOHOrO pa3BUTHUS IUIOAA.
BoipakeHHBIE HM3MEHEHHsSI B OpraHH3Me IUIOJa MOTYT OBITh HECOBMECTUMBIMHU C >KU3HBIO U
3aKaHYMBATHCS BHYTPUYTPOOHOH THOENbIO WM JIETAJbHBIM HCXOJOM B TEUCHHE HEIENN I0CIIe
POXKICHHUS.

KnuHudeckumMu NMposiBICHUSAMHU HMXTHO3a IOCIIE POXKIACHMS SIBISIFOTCS THIIEPEMUpPOBaHHAs,
MOKPBITAs TOHKOM CyXOHM KeNTOBaTO-KOPUYHEBOW IUIEHKOW KOXa, KpPYHMHOIIaCTHHYATOE
HienyleHue, TIiayOOKue TpEelIMHbl pPA3JIMYHBIX YYacTKOB KOXKHOTO IIOKPOBa, TUIIEPKEpaTos,
MOBBILIECHHAS CKIIQAYaTOCTh JIAJJOHEH U CTOI. B TskKeNbIX ciydasx y O0JbHBIX HXTHO30M OTMEYAETCS
BBIBOPOT BEK (IKTPOMHUOH) U TYO (9KIaOMOH, «pbiOMiA poT»). JlMarnos3, B OOJNBIIMHCTBE CITydYacs,
CTaBUTCSI HA OCHOBaHUH KIIMHUYECKUX MPOSBICHUIA, TaK KaK TeHETUYECKUE UCCIIEIOBaHMs HE BCEraa
ObIBAalOT JOCTYNHBI. [l MOATBEpKIEHUS JAMarHo3a MOXKHO TIPOBECTH THCTOJOTHYECKOE
UcclieloBaHKe yelryek. JledeHne HOBOPOXKIEHHBIX C MXTHO30M TpeOyeT KOMIUIEKCHOTO MOJIXOa.
OCHOBHBIMU TPUHIMIIAMHA TEpPANUM SBIAIOTCS MOJAEpKAHHE BOJHOBJIEKTPOIUTHOrO OanaHca,
peryJisipHOe yBIQ)KHEHUE KOXXHBIX ITOKPOBOB, PETyJILUsS TEMIEpaTypHOTO pPEXUMa, KOHTPOJb
MOCTYIUICHHUS ¢ TIUIIEH Oenka u npeaynpexaeHne THPEKINOHHbIX OCI0KHEeHNH [4,5].

Heasb uccaegoBanusi - Onucate OCOOEHHOCTH KJIMHUYECKOTO TEUEHUS, AMArHOCTHKH M
Tepanuy CEMENHHBIX CIIy4aeB BPOKIEHHOTO NXTHO3A.

MATEPHUAJI U METO/1bI

HcTtopuu 00se3HU MaLIMEHTOB C BPOKIACHHBIM UXTHO30M.

PE3YJIBTATBI

[log wnHammM HaOMIOJEHHWEM HAXOJWJIACh CEMbs, B KOTOpPOW JBOE JE€Ted CTpajaroT
BpOXJIEHHbIM MXTHO30M. IlepBbiii peGeHok poawmics B 2014 romy OT 340pOBBIX POIUTEIEH.
besycnoBHO, nns MaTepu ObLIO HEOKUIAHHOCTBIO, YTO €€ JIOJITOXKIAAHHBIN MEepBEHELl POIWIICS C
TaKUM TSDKEJIBIM HeIyroM. B mepBble THU Mociie POAOB MaMma MHCIBIThIBaJa IAaHUKY Iepen
3a00s1€BaHNEM U JJaXKe HETIPUATHE CBOETO 00JIbHOTO pebenka. OmHako, 6aaroaaps MCUX0JI0THIECKOM
MOJIIEP>KKEe METUITMHCKOT O IepCcoHala, eXXeJHEBHBIM OecelaM ¢ MaTepbio, 00YYEHHUIO IIPABUIbHOMY
yXOAy 3a KOXHBIMU IOKPOBaMM peOEHKa, KEHIIMHA Hay4dujJach NMOHMMATh U JIIOOUTH CBOEro
«0COOCHHOTO» ChIHAa. B cTanmoHape peOeHOK Moiyyasl KOMIUIEKCHOE JiedeHue U B Bo3pacte 1,5
MECSIEB B YJOBJIETBOPUTEILHOM COCTOSIHUM ObUI BBIMKCAH JOMOI. PeOEHOK COCTOUT Ha ydere y
JIEPMAToJIOra, OCYILECTBISAETCS PEryJSpHBIA YXOJ 3a KOXEH, MOCTOSHHOE ee yBiaxHeHue. Ha
CErO/IHSIIHUHN JIeHb MaJbUHK Pa3BUBAETCSI COOTBETCTBEHHO BO3PACTy, YUUTCS BO 2 KJIACCE IIKOJIbI U
3aHUMAETCS CIIOPTOM.
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Cnycrsa 8 et xeHIuHA BHOBb 3a0epeMeHena. HecomHeHHO, y ceMbH Oblia HAIEK1a POJIUTH
30poBoro pedenka. OqHAKO, y pOIUTENCH BHOBb POAMIICS MalIbUUK C BPOXKIECHHBIM MXTHO30M. B
3TOT pa3 Mama CIIOKOMHO BOCHpPHHSIA IOSIBJIEHHE BTOPOro pebeHKa ¢ 3a00seBaHuEM, KOTOPBIM
CTpa/iaeT ee MEepBEHel], ¥ ICUXOJOTHYECKU ObljIa TOTOBA K 3a00Te 0 Maliblle U 60prOe ¢ HETYTOM.
Manpyuk mojyyajl HEOOXOJMMOE JIeYeHHE B CTaloHape, IOCIe 4Yero CO 3HAYUTENIbHBIM
yJIydlIeHrneM ObLI BBITUCAH JOMOM MO/ HAOIIOICHHE CIICIIATHCTOB.

ITpuBOIMM ONKCaHUE NAHHBIX KIMHUYECKUX CIIy4aeB.

Pe6énok P. my»xckoro nona poxzieH B ['bY 3 «Knuauuecknii poauapHeli 10M» T. ACTpaxaHu
ot | 6epemennoctu, | cpounsix poaoB ¢ BecoM 3900 rp., pocToM 55 CM., OKPY>KHOCTBIO T'OJIOBBI 36
CM., OLIEHKOM 10 1mKane Amnrap 8/8 6amioB Ha 1-0if u 5-0if MHUHYTE, COOTBETCTBEHHO. bepeMeHHOCTh
poTeKaja Ha (oHe apTepUaibHON IMIIEPTOHUH, OCTPONH PEeCIMPaTOPHO-BUPYCHOM MHPeKuU B 18
Hezenb. B pogax - npexieBpeMeHHOE N3IIUTHE OKOJIOIUIOAHBIX BO.

CocrosiHMEe MallbuMKa IpPU POKIEHHUU OBLIO PACIEHEHO Kak TsbKesaoe, 00YyCIOBIEHHOE
IIPOSIBJIEHUSIMU BPOKJIEHHOT'O UXTHO03a, HEBPOJIOTMUECKOHN cuMntomaTukoi B Buje yruerenust [IHC.
Ha 4 cyTku Xu3HU M3 POAMIBHOTO J0Ma ObUI IEpEBEEH B OTIEICHHE ICUXOHEBPOJIOIHMYECKOIO
npouIIs AETCKOM ropoackor 60mbHUIBI Nel.

CocrosiHue mnpu mnocTyiuleHuM Tspkenoe. [Ipu ocmoTpe Oblia BBISBIEHA CHU)KEHHAs
JIBUTaTeIbHAsl aKTUBHOCTD, MbIIIEYHAsl TUIIOTOHUS, runopeduexkcus. B npaBoil TeMeHHON o0sacTu
omnpenensnach kedanoremaroma pazmepoM 4,0*3,0 cm. OOparanyu Ha ceOs BHUMaHHUE BbIpaKEHHbIE
U3MEHEHUs KOXHBIX TMOKpoBoB. Koka spuremarosnas, Onecrsamas. KpynHornactuHyaroe
LIETyIIEHUE Ha BCEM NPOTSDKEHUU KOXKHOIO IMOKpoBa. TpemmHbl, 3p03uU Ha KOKE€ KOHEUYHOCTEH,
TYyJIOBUIIIA, B €CTECTBEHHBIX CKJa/JKaX. B o0nactu nanoHel U CTOI yyacTKU Trumnepkeparosa. Beku
BBIBEPHYTHI, HE CMBIKAIUCh (3KTPONHUOH). PoT 3usi. («pwiOuil por»). Ilpu ayckynabTanuu JErKUX
O0TMEYaJIOCh PABHOMEPHO OCJIA0JIEHHOE JbIXaHUE, XPUIIbI HE BeICHyIHMBaIKUCH. YJ1/] 48 B 1 Mun. [lpu
ayCKyJbTallMM cepALa - TOHbl puTMHUHbIe, TpurityeHHsie. YCC — 134 ynapos B MunyTy. JKuBot
MSATKHH, 0€300JI€3HEHHBIN MTpH nasnbianuy. [ledens BricTynana u3-moj Kkpas peoepHon JyTy Ha 2 CM.
Cenes3énka He nanpnuposanach. CTys, MOYEUCITyCKaHUE B HOPME.

KoHncynpTupoBan nepmarosnorom, auarHos: Bpoxnaennwiii uxtuo3. Cyxas 3puUTpoaepMust
bpoxka.

[To naHHBIM remMorpaMMbl ObUTH BBISBJIEHBI JIEUKOLMTO3 CO CABUIOM BIJIEBO, aHEMUS JIETKOU
CTeneH! TskecTu. [Ipu yapTpa3ByKoOBOM HCCIEIOBAHUN OPTaHOB OPIOIIHOMN MOJIOCTH MATOJIOTHU HE
BbISIBJIEHO. [Ipy 3X0KapAMOCKONNH BU3yaTU3UPOBATIOCH OTKPBITOE OBAIBHOE OKHO.

BeicTaBieH knuHU4eckuid auarqo3: OcHOBHOM: BpoxneHHsbli nxtnos. Cyxas s3puTpoaepMus
Bbpoka, cranmonapHas cragusi, nuHamudeckoe Habmogenue. ConytcrByromuii: Kedanorematoma
IIpaBol TeMEHHON KocTH. HopMoxpomHas aHemmus jerkod creneHu. Manas aHoManus pa3sBUTHS
cep/ua: oTkpeiToe oBaigbHoe okHO. HK O cr.

Pebenky ObIJI0 Ha3HaYEHO KOMIIEKCHOE JISUEHUE, KOTOPOE BKJIF0YAIO B ce0si TOPMOHAIBHYIO
Tepanuio MpeIHN30JI0HOM, MECTHOE JIEUEHUE B BUJE €XKEIHEBHON 00pabOTKM KOXKHBIX IMOKPOBOB
kpemamu «MHTeHCHUB», «JlemaHTeHO», HaJOKEHUs calpeToKk «AKTHUBEKC» B €CTECTBEHHBIE
CKJIaJIKH. YUUThIBasl BHICOKUHM PUCK MHQUIIMPOBAHMSI, ObLIa HA3HAUeHA aHTHOAKTepHallbHas Tepanus
aMIULUWIIHHOM. J[1s yiydiieHuss TpOQHUKH KOXH, MPOLECCOB MpoJudeparyy SMUTETUOLUTOB,
TOPMOXKEHUsI KepaTMHU3AllMM Ha3HadeH peThHoj-aneraT. C 1enbio KOPPeKIUHU aHEMHH peOEHOK
nonyyain «ManbTodepy.

Ha ¢one nmpoBoanmMoro jgeueHus: oTMevanach MoJoKUTeNbHast TuHaMuKa. KoxHble TOKPOBBI
npuobpenu po3oBbIid 1BeT. KpymHoIIacTHHYATOE MISNyIIEHHE Pa3peIlnock. DPO3UH, TPEIIUHBI
ucyesnu. ['unepkepaTo3 J1aJoHeW M CTON 3HAYUTENBHO YMEHBIIWICA. SIBIEHHS SKTPONHOHA U
9KIa0MyMa pa3perinch.

Ha 42 cyrku nmnpeObiBaHUS B CTaluMoHape peOEHOK Obul BBHIMHMCAH JOMOM B
yJIOBJIETBOPUTEIHLHOM COCTOSIHUH I10]1 HAOJIOJCHHE MTeNATPa, 1epMaTOIOra U KapIuoJora o MecTy
KHUTEJbCTBA C PEKOMEHAALIUSIMH.

Crycts 6 J1eT B JTaHHOH ceMbe poInIcsa BTOPOil pe0EHOK, MalIbuK. bepeMeHHOCTh mpoTekana
Ha ¢oHe aHeMUH, Muonuu, AMPPy3Hoi Gudpo3HON MacTonaruu, AUPpPy3Hoil cTpymbl. Poxaen ot
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CpPOYHBIX posioB ¢ BecoM 3680 rp., pocToM 53 CM., OKPYKHOCTBIO TOJIOBBI 36 CM., OLICHKOM IO IIKaJie
Amrap 8/9 6amnoB. CoctosiHue pebeHKa Hpu poxaeHuM Tsokénoe. OTMeYanuch KIMHUYECKHE
IIPOSIBIICHUST BPOXKACHHOIO HMXTHO3a, cumnromaruka yraerenus IIHC. M3 pomunbHOro noma
MepeBe/ICH B OTJCIICHUE PEaHUMAIMM ¥ WHTCHCHUBHOUN Tepanmuy OONIACTHOW METCKOW KIMHUYECKON
OosnpHuLbl. Ilpu nocrymnenun cocrosHue Tsxkenoe. [IpU3HAKM BPOXKAEHHOIO HXTHO3a B BUAE
CYXOCTH, HapYLIEHUS LIEIOCTHOCTU KOXKHBIX [IOKPOBOB Ha JIMIIE, )KUBOTE, TYJOBHILE U KOHEUHOCTSIX,
IIyOOKUX TPELIMH KOXKH, ME€HEPATU30BAHHOIO KPYMHOIUIACTMHYATOIO IIENYIIEHHsI, KTPOIHOHA,
sknabuyma. Cumnromarnka yraereHuss L[HC B Buae CHMKEHHSA [IBUTATENbHOW AaKTUBHOCTH,
MBILIEYHON rTUNOTOHUU. CO CTOPOHBI BHYTPEHHUX OPraHOB 0€3 0COOCHHOCTEH.

[Ipu oOcnenoBaHUM BBISBICHBI MATOYKOAACPHBIA HEUTPO(MIIE3, MOBHIIICHUE YPOBHS
IeJI04HOM (ocdaraspl, Ha HEHPOCOHOrpaMMe — MPU3HAKU CHIDKEHHSI MHJEKCa Pe3UCTEHTHOCTH
COIIPOTUBJIEHUS] COCYIOB TOJIOBHOTO MO3ra, IPH YJIBTPa3BYKOBOM HCCIIEJOBAHUU BHYTPEHHMX
OpPraHOB - NPU3HAKH NHEIOIKTA3UU IIPABOM MOYKH, IIPH DXOKAPIUOCKOIIUU — OTKPBITOE OBAJIbHOE
okHO. KOHCYynbTHpOBaH JepMaToiOroM, CIeNaHO 3aKIIOYeHHE, 4YTO y pebeHKa HMEeT MeCTO
KOJUTOMIHAs (popMa BpOXKAEHHOTO MXTHO3A.

bein BeicTaBneH kiauHUYeckuil AuarHo3: OcHoBHOU: BpoxaeHHswid mxtrno3. KommouaHsbiii
wion. ComyrcrByromuii: [lnenoskrasus npaBod Mouku. Manas aHOManMs pPa3sBUTUSA CepALa:
OtkpsiToe oBasbHOe OokHO. HK 0 cr. Ha 14 cytku npeObiBaHusS B OTAEIEHMM OOHApYKEHbI
BOCIAJUTENIbHbIE M3MEHEHUs B YyporpamMme B BUJE JICUKOLUUTYpUM, OakTepuypuu, mpu
OakTepHuoIoTHYecKkoM uccienoBannn Moun — BeiceB Klebsiella oxytoca. BricraBien amarnos —
MHQEKIUS MOYEBBIBOJAIINX ITyTEH.

[TarueHT mony4asn KOMOMHUPOBAHHYH aHTHOAKTEpUAIbHYIO TEPAIHI0, MECTHOE JIEUEHUE,
KOTOPOE 3aKJII0Yalioch B 00pabOTKe KOXKHBIX MOKPOBOB KpeMoM «benanTten», o0paboTke TperuH
kpemoMm «benanteH mumocy (OemaHTEeH + XJOPreKCHInH), 00paboTka aHyca mocie nedexaruu U
II0JIOBBIX OPTaHOB IOC]IEe MoYeHcIyckaHus pactBopoM «IIpokrocom». OT ropMoHaIbHON TEpanuu
OBLIO PEIIEHO BO3/IEPIKATHCS.

Ha 26 cyTku XH3HM C MOJIOKHUTENbHOW JTUHAMUKOW peOeHOK ObLI IepeBeleH B OTAEICHUE
[IaTOJIOTMU HOBOPOXKIEHHBIX JETEH, I1ie MPOoI0JIKall IOIydarh JICYUEHHUE.

Ha  ¢one mnpoBogumoill  Tepamuu  OTMEYajach  MOJOXKUTENbHAs  JUHAMUKA!
KpPYNHOIUIACTUHYATOE IIEJIYIIEHWEe U SBJICHMSI TMIIEPKEpaTO3a pPa3pelIMINCh, TPELIUHbI HCYE3IIH,
SKTPONHUOH U 3KCIaOHOH perpeccupoBanu. B Bo3pacte 1 Mecsna *H3HHM B yHAOBIETBOPUTEIEHOM
COCTOSIHUM PEOEHOK ObLI BBIITMCAH C PEKOMEHAIMSIMHU 10]] HaOMI0[eHHEe TieinaTpa 1 1IepMaToIiora.

OBCYXJIEHUE

Ha nannbIii MoMeHT u3BecTHO Oosiee 50 reHeTUUeCKUX MyTaliil, KOTOpble MOTYT IPUBECTH K
Pa3BUTHIO PA3IUUHBIX (opM nxTHO3a. CylIECTBYET MHOKECTBO Ki1acCHU(pUKaLuil 3Toro 3adoaeBaHus,
OCHOBaHHBIX Ha pa3IMYHbIX KpuTepusax. CaMoli akTyaJIbHOM Ha JaHHBII MOMEHT CUMTAETCS KIIMHUKO-
reHeTHYecKas KiacCcu(UKalus, KoTopas AeIUT UXTHO3bl HA HECHHAPOMAaJbHbIE U CHHIPOMAJbHbIE
(b OpMBL.

VY o6oux 00cyxaeMbIX MallMEHTOB ObljIa 0OHapyKeHa peakas (hopMa UXTHO32 - BPOXKIEHHAS
UXTUO3U(GOpPMHAsT SPUTPOJEpPMUS. ODTO HACIEICTBEHHOE 3a00jeBaHME, KOTOpPOE IepenaeTrcsl IO
ayTOCOMHO-PEIIECCUBHOMY THUITy. XOTh JMarHo3 ObLI MOCTaBJIEH Ha OCHOBE KIMHUYECKUX JIaHHBIX,
TeHETUYECKOE TECTUPOBAHUE HE IPOBOJMIIOCH.

Jledyenue nxTHo3a TpeOyeT KOMIUIEKCHOTO IMOJXOJa, BKIIIOUAsl YacTble BaHHBI, YBIaKHEHUE
KOXH, MMPUMEHEHNE MATKUX U KEpaTOJIMTUYECKUX CpencTB. BakHO mojiep)kuBaTh ONTUMAIIBHYIO
BJIKHOCTh U TEMIIEpaTypy BO3/lyXa, KOHTPOJIMPOBATH IPUEM JKUIKOCTU U OeJIKa.

bnarogapsi cBoeBpeMEHHOMY M KOMITJIEKCHOMY JIEUEHHIO Yy 00CYKAaeMbIX MAallMEHTOB yAaJI0Ch
n30exarh MH(PEKIMOHHBIX OCIOKHEHUH U JOCTHYb MOJIOKHUTEIbHONU JUHAMHUKH B MX COCTOSTHHU.

BbIBO/IbI

[IpencraBneHHoe KIMHUYECKOE HAOIIOCHUWE NEMOHCTPHPYET HACHe/ICTBEHHBIH XapakTep
BPOKJIEHHOTO MXTHO3a, KOTOPBIM MPOSBWICS Y JBOMX JETEH B OJHOU ceMbe. B maHHBIX ciaydasx y
7eTel IposIBUIIaCh TeHEeTHYECKH OJIM3Kask MyTalus, U, O-BUIUMOMY, OJIMH U3 POAMTENEH SBISETCS
HOCHTEJIEM MaTOJIOTMYECKOT0 reHa.

281



HecomueHnHo, BefieHHME HOBOPOXKAEHHBIX C HMXTHO30M TpeOyeT KOMIUIEKCHOTO TOIXoma ¢
AKTUBHBIM yYaCTHEM METUIIMHCKOTO MepCoHana U POACTBEHHUKOB pebeHka. [IpuBenéHubie ciydan
OTpaXkalOT BAKHOCTh paHHEW JMAarHOCTHKH, CBOCBPEMEHHOTO JICUCHHS M IPaBHJIBHOIO YXOjaa 3a
KOKEH, a TaK)Ke IICUXOJOTMYECKOW IMOMJAEPKKH POJCTBEHHUKOB JIE€TEH C JIaHHOM I1aTOJIOTHUEH, YTO
CIocoOCTBYeT OJIArONPHUSATHOMY TEUEHHIO 3a00JICBaHUS W TO3BOJISIET M30€KaTh WHQEKIIMOHHO-
BOCIIAJIUTEIbHBIX OCIOKHCHUM.,
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TEHJAEHIUS JETCKOI NTHBAJIUJIHOCTH B POCCUIICKON ®EJEPALIAN U
CBEPJJIOBCKOU OBJIACTH

benocnynues Kupuin Auapeesuy, benocnyauesa Bukropust Banumosna, [Inotaukosa Mura
AnbOepToBHA

Kadenpa nerckux Oonesneit neuedHO-podunakTuyeckoro paxkyapreTa

OI'bOY BO «Ypanbckuil ToCcy1apcTBEHHbIN MEIULIMHCKUN yHUBEpcUTeT» MunH3apasa Poccun
ExarepunOypr, Poccus

AHHOTAUA

Beenenmne. Ilokazarenb TEpBUYHONW JETCKOW HWHBAIWAHOCTH 3aBUCHT OT YPOBHS MEAMIMHCKOW IIOMOIIH,
3a00JIeBa€MOCTH ¥ DKOJOTHYeCKOi curyanun. I[lo manHeiM PocmoTrpeOHan3opa, B CBepayioBCKOH 001acTH
nporHosupyercs 659 cirydaeB 3aJepikeK ICHXHYECKOTO Pa3BUTHSA y J€TeH B CBSI3M C MHOTOCPEOBBIM BO3IECHCTBHEM
CBUHIA. AHanmW3 JUHAMHKH M CTPYKTYpbl HMHBAJUIHOCTH JeTeH - BaKHBIH 3Tam A IUIAHUPOBAHUS OOBEMOB
MeIUIMHCKO# peabunutanuu. Leab ncciieoBaHus - IPOBECTH aHAJINU3 M COOTHECTH JIMHAMUKY U CTPYKTYPY JETCKON
MHBaJUJIHOCTH C SKOJOTHUECKON CUTyalued B 0JHOM M3 cyOBhekToB CBepasioBCKOU oOnactu. MaTepuaa U MeTOIbI.
Cratuctudeckue mokasatenu 3a mnepuon 2018-2023 rr., omyOnMKOBaHHBIE B OTKPBITBIX HCTOYHHKAX, JAaHHBIE
T'ocynapctBennsix qoxnanoB ®bY3 «llenTtp ruruens! u snuaeMuonoruu B CBepanoBckoit obnactm». PesynabraThl. B
CaepayioBckoit obmactu ¢ 2018 mo 2023 r. uncno aerei-uHBanuoB Beipocso ¢ 18,1 mo 21,1 Teic., B 2021-2022 rr.
npeobnagaroT getu 4 -7net (32,3 -32,5%); 8 2020r. — getu 10 3 —x et (44.9%), B r. Hrwxanit Tarun yaensHeIH Bec geTeit
1o 3-metHero Bo3pacta B 2020 r. — 54,9%, B 2021 - 41%, 2022 r. - 47,4%. BeiBoabl. B cTpyKType neTeil HHBAIHIOB
CBep/UIoBCKOW 001acTH HauOOJNBIIMK YIENbHBIH BeC NPHUXOJAWTCS Ha paHHMKH Bo3pacT. CpeaM NpUYMH pocTa
WHBAJIMIHOCTH BEIYIIyI0 POJb WIPAIOT OCIOKHEHWs OCpeMEHHOCTH M POJIOB, POXJICHHWE HEAOHOIICHHBIX JeTeH,
HAacJIeCTBEHHOCTh, YKOJIOTHYECKHE (PAKTOPHI.

KoaioueBble ci1oBa: nepBuyHasi HHBAJIMIHOCTD, ETH, TPO(MIAKTHKA, SKOJIOTHYECKOE HEOJIaromnoiyne.
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