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Pestome

Bpooocenuii ixmios (BI) — epyna piokicnux 2eHemuunux 3ax60pioéaHs, Wo SUKIUKAE 0ehekmu Kepamunizayii wkipu.
o yiei epynu 6K10UEHO CNAOKOBO-00YMOGIeHUU IXMi03 ma Cna0K08i CUHOPOMU, AKI 6KIIOUAIOMb & cebe IXmio30(popmHi
cmanu. Ogiyitinoi cmamucmuku 3axeoprosanocmi Ha Bl 6 Ykpaini napasi nema. Hauibinbws vacmumu KAiHIYHUMU NPOAGAMU
€ HeOYIbO3HUIL 2inepKepamo3 WKipu, AKUL NPOAGIACMbCA Y U2AOT MOGCTNUX 2INEPKePAMOMUUHUX JIYCOYOK, VUITbHEHHS
WKIipu, supasxceHoi cyxocmi ma epumemu wkipu. B 6invw masxckux ¢opma — ekmponion, exnadion. lxkipa y xeopux na Bl
MaA€e niosuujery nPOHUKHICIb, Wo NPU3800UmMs 00 30LIbUWEHHS 6Mpam PIOUHU Ma KALopitl, ympyOHeHHs mepmMopecynsayil
ma 3HUHCEHHS eNACMUYHOCI, Wo NPU3600Ums 00 obmedxcenns pyxausocmi. CUMNMOMU 3a GUPAZHICTIIO MOXCYIMb OYmMu
PiBHUMU, alle He 3a8IcOU 8AICKT NPOAGU NPU HAPOOICEHHI MAOMb OVIMU 03HAKAMU NOOANLUO20 HAUBANCH020 nepedicy.
CkaaoHnicmy y 8UsHa4eHHI KAIHIUHO20 0Ia2HO3Y € HeOOXIOHICMb Y KapiomunysanHi, ke € 00Cums 00po208apmicHuM. JJocmynHi
6 0aHUll Yac Memoou JiKY8aAHHs GKAIOUAIOMb NOCMINIHE 360N0UCEHH, 3SMEHUWEHHA MPAHCEeNIOepMaIbHOT 8mpamu 80102U,
KOHMPONb MOSWUHU 2INEePKEPAMOMUYHUX HAWAPYEaHb (36€0eHHs 11020 00 MONCIUBO20 MIHIMYMY) 3 OONOMO20I0 MICYEBUX
Kepamonimuxie, noM AKULyo4ux 3acodis, a npu majicKux 3axe0pio8aHHAX CUCTNEMHUX pemuHoidig. Y cmammi npedcmagneno
KAIHIYHUL 8UNAOOK YCRIWHOo20 NiKysanHs Bl micyesoio mepanieio, aka mana upaxceHutl egpexm, cucmemMHux pemunoioie

OumuHa ne ompumMyeand.

Ilybnixayis mamepianie nocoodcena i3 Komicieto 3 6ioemuxu KHIT «Pecionansno2o Meouuno2o yenmpy poouHHo20 300pos’s»
HOP». Yci anamnecmuuni Oani, pesyromamu obcmedcenb ma pomomamepianu onyonikosani 3a nuUCbMo8o10 3200010 3aKOHHUX

npeocmasHUKi8 HOBOHAPOOIHCEHOT OUMUHIL.

Bucnosok. Bpoooiceni ixmiosu nompebyoms pemeibH020 KOHMPOIIO, MANCKI NOYAMKOBL KIIHIUHI NPOS6U He MOXCYmb Oymu

MapKepom mAXCKocmi nepebizy 3ax60po6aHHs.

Knwouoegi cnosa: epooscenuii ixmioz; nHoeonapoodicena Oumuna;, 1iKy6anus 6p00ACeH020 iXxmiosy.

Beryn

Bpomxenuii ixtio3 (BI) — BimHOCHTBCS 0 TeTepoOreH-
HOI IPyNH ayTOCOMHHX BPOJKCHHX 1XTI031B — II¢ TTOKHUT-
TEeBI 3aXBOPIOBAHHSI IIKIPU 3 TEHEPAII30BAHUM JIYIICHHIM
1 epuUTEMOI0, SIK1 3a3BUYail IPOSIBIISIOTHCS IPH HAPOIPKEHH1
a00 B paHHbOMY JAUTHHCTBI 3 CYITyTHIMUA CUCTEMHHUMH aHO-
MatisiMu a0o 6e3 HuxX. BoHa oxorutioe kisibka (hopMm iXTio3sy,
K1 CYyTTEBO BIJIPI3HSIOTHCS 33 KIIHIYHUMH IPOSIBAMHU Ta
TSDKKICTIO, BKJIFOUAIOYH HalBaXKuy (OpMY- iXTiO3 32 THIIOM
«ruti ApIiekiHa» i MpoMiXKHi pEHOTHITN 31 3MIHHUM CTYyIIe-
HEM epUTEeMH, PO3MIpPOM 1 siKicTIo Jycodyok. [Tarodiziono-
Tifo OUTBIIOCTI CMIAJAKOBHX XTi031B OYII0 3’ SICOBAHO IHIISIXOM
ineHTH(iKalil IPUUUHHUX MyTalii y Outbir Hixk 50 renax,
110 KOJYIOTh CTPYKTYpHI Oiliku abo epmeHTH, Ta OepyTh
y4yacTh y pI3HOMaHITHUX KJIITHHHUX (QYHKIIISIX, BiJ BiJTHOB-
JICHHS I€30KCUPHUOOHYKIIETHOBOT KMCIOTH JI0 TOMEOCTa3y
wkipHoro 6ap’epy [1-3].

Odiniiinoi cratucTiky B Ykpaini Hapasi Hema. Haii-
O1JIBII YACTUMU KJIIHIYHUMU NPOSIBAMU € HEOYJIbO3HU I
rinepkepaTos WKIpH sIKHW TPOSIBISETHCS Y BUTIISAI TOB-
CTHUX TiNEPKePAaTOTHYHUX JIYCOYOK, yIIIIbHEHHS MIKIPH,
BUPaKEHOT CYyXOCTI Ta €pUTEMH IKipH. B 01T TSKKHUX
(dhopma — ekTporioH, ekiaadion. lIkipa xBopux Ha Bl mae
MiIBUIICHY TPOHUKHICTb, [0 MPU3BOIUTH /10 301JIbIIICHHSI

BTparT PiANHU Ta KaJIOPiH, yTPYyAHESHHS TepPMOPETyJIsLii Ta
3HHMIKEHHS €JIACTUYHOCTI, 1110 TIPU3BOJIUTE 10 0OMEKEHH S
PYXJIMBOCTI KiHIIBOK. CHMIITOMH 32 BUPAXEHICTIO MO-
KYTh OyTH PI3HUMH, alie He 3aBXK/JIM BaXKKi MPOSBH IIPU
HapoJ/UKEHHI MaloTh OyTH O3HAKaMM MOAAIBIIOTO Haii-
Baxx4yoro nepebiry [4-6]. CknaaHicTh y BU3HAYEHHI OC-
TATOYHOTO JI1arHO3y € HEOOXI1/IHICTh Y KapiOTUITyBaHHI,
SIKE € JIOCUTDH JJOPOTOBAPTICHUM Ta HE 3aBXKIH JIOCTYITHO
B YKpaiHi.

MenemxmenT Bl Bkiroyae B cebe JieKiabka OCHOBHUX
HanpsiMkiB [4, 7-12]:

- KOHTPOJIb TEPMOPETYIALlii (PeKUM KyBe3y Ui 3MEH-
LICHHS TPaHCEeIiAepMalbHOi BTPATH BOJIOTH Ta IiITPH-
MaHHs TOMEOCTa3sy);

- perinoigu (MicuieBo a00 OpaNbHO) Y BaXKKUX BUIA-
Kax 3TiJJHO CBITOBUX IPOTOKOIIIB;

- KOHTpOJIb MaCH_TiJIa, piBHsI BiTaMiny /1 ,;

- 3BOJIOKEHHSI, [TOM SIKIIIYIOU1 32aCO0H, Tiri€HIYH] BAHHA
3 TinoajgepreHHuMH 3acodamu 3 HeWTpansHuM pH;

- exdoiaTuBHI 3ac00M 3 BUJAJICHHSM OPOTOBIJIOTO
mapy IKipu, KOHTPOJIb MPOX1THOCTI BYITHUX IPOXOJIB,
acrmiparliifHi TirieHivyHi 3aX0u,;

- KOHTpOIb iH(eKIiHHOACCONIHOBAHNX YCKIIaIHEHB (0CO-
OJNMBHI KOHTPOJTB 32 MPABUIAMH ACCTITUKH 1 AHTHCENTUKH);
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- MOHITOPHHT PECHipaTOPHUX MOPYIICHb, MPOdilak-
THKa TIMOKCIT;

- KOHTPOIIb EIEKTPOIITIB, KAJIOPiid, BOXHOTO OaNaHCy;

- TEHETHYHE KapiOTHITyBaHHS 3 TAPTETHOIO TEPAITi€ro.

TapreTHa Teparrisi € MIEPCICKTUBHOK Y PO3BUTKY Me-
JUIMHY, aje, 32 BU3HAUYCHHSIM, KOJKCH MIATHUII 1XTi03y MO-
Tpebye okpemoro JsikyBaHHs [7]. Tomy citig 30cepeurucs
Ha BJIOCKOHAJICHHI JIKyBaHHSA, Ke Ji€ U 0araTboX THUITIB
ixtiozy [10, 13-15].

Bucoxuii pu3nKk yCKIIaJHEHb, TAKUX AK Cercuc, Oakre-
piasibHi Ta rprOKOBI 3aXBOPIOBAHHS IMIKIpH, KOMIAPTMEHT
CHHJIPOM, TIOPYIIEHHS TOMeocTasy, otpedye rocmirasmizanii
JUTUHU Y BiUIUICHHS iHTeHCUBHOT Tepartii [10].

[y6nikamis marepiainis norokeHa i3 Kowmiciero 3 6ioe-
tuku KHII «PerionanbHOro MEIUYHOTO IEHTPY POIXUHHOTO
3nopoB’s» JIOP». Yci aHaMHECTUYHI JaHi, pe3yabTaT 00-
CTEXEHb Ta (hoToMaTepiaan omyOaiKOBaHI 32 THCHMOBOIO
3ro/1or0 0aThKiB HOBOHAPOMKeHOI nuTHHU. JlabopaTopHi
Ta IHCTPYMEHTaJbHI METO/IH JIOCHIKEHHSI € 3arajibHO-
MPUHHATHMHE, TIPEraparTH, o OyayTh BUKOPHCTAHI, 103-
BOJICHI JI0 3aCTOCYBaHHs. EKCiepuMeHTH Ha JTIOAUHI HE
MIPOBOJTHIIUCS.

MeTa. Ha BiacHOMy KJIiHIYHOMY JIOCBIJIi criocTepe-
JKEHHSI Ta JIIKyBaHHS HOBOHAPOJKEHOT TUTHHH BPOJIKE-
HUM ixTio3oMm (BI) mpoaeMoHCTpyBaTH cydacHU# cTaH
JaHOi IPOOIEMHU B YMOBaX OOMEKEHOTO JTOCBiTy poOOTH
3 MOIOHUMH PiAKICHUMH MATOJIOTISIMH Y JIITEH B yMOBax
BIICBKOBOTO CTaHYy.

KniHiyHni BUNnagok

3 aHaMHe3y BijioMo, 1o AuTHHA S. (XJIOMYHK) HApO-
nunack 21.08.22 p. B PerioHanpHOMY MEIUYHOMY LIEHTPIi
POAMHHOTO 3/10poB’st JIHIIponeTpoBChKOT 00JIacHOT paiu.
Bimomocti mpo 1-my BariTHiCTh MaTepi BKa3yloTh Ha i
MpoTikaHHA Ha QOHI aHeMil Jerkoro cryneHto. [lomoru
Oynu TEpMiHOBHMHU, B TOJIOBHOMY TIepeJIeKaHHI IPH
tepmini recranii 38 TvxuiB. O1iHka 3a mKanow Amnrap
craHoBuja 7/7 GaniB. JluTrHA HAPOAUIACS 31 CKIIATHOIO
BPOJDKEHOIO BaJOI0 — iXT1030M, PO 1[0 HE OYyJIO0 BiJOMO-
CTeH y MpeHaTaIbHOMY JiarHO31, HaJifIIIa 10 BiIIiICHHS
IHTEHCHBHOI Teparlii HOBOHAPOJKEHUX 3 BUI3HOI HEOHa-
TOJIOTiYHOIO OpuTamoro Ha 1-my mody KuTTs. TSHKKICT
crany OyJia 00yMOBJIEHa BPOIKEHOO BaJI0K0: iXTi03 (i
Apiiexin?), HEBPOJOTIYHOIO CUMIITOMATHUKOK Y BUTJISA T
HEpPBOBO-ILIepeOpabHOi 30yATUBOCTI, 00IBOBOTO CHH-
npomy. OG’€KTHBHO ITPH OIS/ BiIMIYaIOCh CyOTOTANIbHE
MOPYIICHHS] OPOT'OBIHHS MIKIPH y BUTIIS1 3HAYHOTO i
BHUIICHHS OPOTOBIiHHS (TOTOBIIEHHS), JTYIIEHHS MIKipH 006-
JUYYs, ByX, KT, Tyay0a, KiHI[IBOK. B MicIsx 3 miaBuiie-
HOIO PYXOMICTIO (ITaX0Bi CKJIQJKH, JIIKTHOBI CYTJIO0H Ta Iie-
Ppe/IHsI MOBEPXHs TYJ1y0a) MHOYKUHHI PO3PUBH OPOTOBIJIOTr0
mapy mkipy. B micusx po3pusiB 6e3 paHoBHX Ae(EKTiB.
Bingmiuanmacs ocoOMUBICTh PO3BUTKY: 3MiHA (POPMH BYIII-
HUX PaKOBHH, INUPOKUN «pub’stanit por». [Ipuaatku oaHIX
16myK Oysu 3MiHEH] (BEpXHS Ta HIKHS MTOBIKHA BUBEPHYTI
Ha30BHI, rimepemMoBani, Habpskii (puc. 1). Ha MomeHT
Ha/IXO/IKEHHSI TP OTJIsAIi BigMivaacs kedasoremaroma
MpaBoi TIM'STHOT TUISTHKH.
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Puc. 1. Burnag putnHu Ha MOMEHT rocniTanisauwii:
eKTpOonioH, eknabioH, cy6ToTanbHe NopyLUeHHSA
OPOroBiHHSA LWKipn

[IpusHadeHO peXUM KIOBE3y 3 MAKCUMaJIbHUM 0XO-
poHHUM pexumoM. BosoricTs y ktoBe3i 70 %, Temmnepa-
Typa MiATPUMYyBajach 3a JOTIOMOTOIO TIOCTIHHOTO CEPBO-
KOHTpOI0. KOHCYBTOBaHMI CyMIXKHIMH CIICLialiCTaMH:
KOMOYCTIOJIOTOM, I€PMAaTOIOTOM, OTOJIApHHTOIOrOM. [Ipn
OTJISIA1 CITKIBKH O(PTaTBbMOJIOTOM Bi3yali3yBajMCh MHO-
JKUHHI KpOBOBHWJIMBH. /IuTHHA B TUHAMIII CIIOCTepiranxach
0(pTaTbMOJIOTOM Ta OTPUMYBAaJa TEPAIil0 OYHUMH Kpa-
IUISIMU 3 TEHTaMIUHOM. ByJ10 mpu3HaueHo Kypc A0Sy
3a IMKipOIO JIIKyBAIEHUMH KpeMaMH 3 KOMOiHOBaHHMM CKJIa-
noM (MiHEpanbHi Ta HaTYpalbHi 0ii, TIiepyH, TMMOHHA
KHCJIOTa, TOKO(GEPOI Ta iH.), 2 pa3H Ha JIeHb BAaHHH 3 J0/1a-
BaHHSAM eMyJbCii pigkoro mapaginy TpuBaso. 3BaKal0uH
Ha KOMIOApTMEHT CHHIIPOM, NOTpeOyBaB 3HEOOICHHS, BHY-
TPILIHLOBEHHO IPU3HAYEHO TapaneTaMoi B 1031 15 Mr/kr.
Takox npusHadeno Bitamid /| y no3i 800 MO. 3 momenTy
HAaJIXO/DKCHHS XJIOTTYHK JIMXaB CaMOCTIHHO, pecripaTopHoi
MiITPUMKH HE MOTpeOyBaB. AyCKYIbTaTHBHO TUXAHHS —
6e3 mopymeHs. [ eMoarHaMiYHI TTOKA3HUKN AUTHHHU BIPO-
JOBX TEPioNy JIiKyBaHHS — CTa01IbHI. Y HEBPOJIOTTUHOMY
cTaryci: B CBiIOMOCTI, OIiHKA 3a IIKAJIOI0 KoM la3ro
15 GamniB, mepioANIHOIO BiIMIYA€ETHCS TiIEp30yAINBICTD.
Criocrepiranucs crioBiUIbHEHHS pedrekciB HOBOHAPOKE-
HUX, M’ S30BHH TOHYC — IiIBUIIICHUH Y 3TMHAYaX BEPXHIX
KiHI[IBOK; B AMHAMIIli — pe(IeKCH BIIHOBHIINCH, TIilIEPTO-
HyC y 3ruHa4ax —3MeHmuBcs. Ha 14 oGy melipoxipyprom
Oyrla BUKOHAaHA MMyHKI[iI KeaJoreMaToMu. 3a paxyHOK
BPOKEHHX 3MiH BYIIHHUX PAKOBHH Y 30BHINIHIX CITyXOBHUX
MPOX0JaxX BiAMiYanIoCs CKyMYCHHS CIiepMicy, sIKe Tepe-
KpUBAJIO CITyXOBI MIPOXOH 3 000X O0KiB. B nuHamimi ctan
JIUTHUHU [TOKPAIIHMBCS, CIIYyXOBI TPOXO/H OYUCTHIIUCh, CKPH-
HIHT CITyXy TO3UTHBHHUH (IpoiieHo), 6apabaHHi IEpEeTHHKA
TTOBHICTIO Bi3yali3yloTbcs. EHTepanbHe XapayBaHHS PO3MO-
YaTo 3 NEepILIOro JHS JKUTTS, Yepe3 Ha30racTpaabHUil 30H]T
a/IalITOBAHOIO CYMIIIIIIIIO, B OANBIIOMY IPOIOBKYBAIOCS
rofayBaHHs 3 musiieyku. [TopyiieHs 3 60Ky BUIIOPOKHEHb,
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niype3y He Oyno. LIkipHI MTOKPUBH Y TUTUHU BIPOTOBK
HepIIUX 7 JHIB XKHUTTA CTalH eJIaCTHYHUMHM, 3MECHIIUIIACh
KIUIBKICTh JIyCOYOK, PErpecyBajy MPOsiBH SKTPOIIOHY Ta
exnabiony (puc. 2.)

Puc. 2. CtaH wkipu 4yepe3 7 Ai6 nikyBaHHs

3Ba)karouu Ha iH(EKI[iiiHO-3amaabHi 3MiHH B KIIIHIKO-
1a00paTOpHUX MMOKA3HHUKAX, IUTHHA OTPUMYBajia aHTH-
OakTepianbHy Teparmiro (3aXHINeHi MeHIMIIHN BHYTPIIl-
HBOBEHHO y KoMOiHarii 3 Baukomitmuom 10 ni6 3 HacTym-
HHUM TIepOpPATEHUM MPU3HAYCHHSM). 3a TIepioj IiKyBaHHS

NMiTepatypa:

CTaH JUTHHHU [TOKPALIUBCS, 3MCHIIIIACH JIYIICHHS, KCepO3
miKipy, nocuiienns aepmaroriidiku) (puc. 3).

Puc. 3. CtaH wkipu Ha 14 geHb NiKkyBaHHs

BucHoBoOK. [ToyaTkoBi KJIiHIYHI MPOSIBH BPOIKEHHX
IXTi031B HE MOYKYTh OyTH MapKepOM TSHKKOCTI Iepediry 3aXBo-
PIOBaHHSI, JAiTH OTPEOYIOTh PETEILHOTO KOHTPOJIIO Y PEXKUMI
BIJUTIJICHHSI IHTEHCHBHOI Tepartii 3 CyBOPHM JIOTPHUMAaHHSIM I1pa-
BUJT aCCTITHKY Ta aHTUCEIITUKHY, TIOCTIFHOI MICIIEBOI TeparTil.

KoHdnikT iHTepeciB. ABropu 3asBIIsIOTH PO BiACYT-
HICTh KOH(ITIKTY iHTEpeCiB.

Oxepena diHaHcyBaHHA. PoboTa BiKOHaHA BIac-
HHUM KOIIITOM.
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Summary.

Congenital ichthyoses (CI) are a group of rare inherited disorders that cause keratinization defects. This group includes hereditary
ichthyosis and hereditary syndromes with ichthyosiform lesions. Official statistics are not yet available in Ukraine. The most common
clinical manifestation is nonbullous hyperkeratosis characterized by thick hyperkeratotic scales, skin thickening, severe skin dryness
and erythema. In more severe forms —ectropion, eclabion. Skin permeability is increased in CI patients, resulting in increased fluid and
calorie loss, difficulty in thermoregulation, and reduced elasticity, which limits mobility. Symptoms can vary in severity, but severe
manifestations at birth are not always indicative of a more severe course later in life. Challenges in definitive diagnosis are due to the
need for karyotyping, which is quite expensive. Currently available treatment modalities include continuous moisturization, reduction
of transepidermal water loss, control of hyperkeratotic layer thickness (reducing it to a minimum) with local keratolytics, emollients,
and systemic retinoids in severe cases. The article presents a clinical case of successful local treatment of CI with a pronounced effect

without the use of systemic retinoids.

The publication of the materials has been approved by the Bioethics Commission of the CI «Regional Medical Center for Family
Health» DRCx». All anamnestic data, examination results and photographs are provided with prior written consent of the parents.
Conclusion. Congenital ichthyoses require careful monitoring. The initial clinical manifestations can not be a marker for the severity

of the disease course.

Key words: Congenital Ichthyosis; Infant; Treatment of Congenital Ichthyosis.
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