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Y npaxTnili iHTeHCHBHOI HEOHATOIOTIT YacTO 3yCTpivaoThcs BaXKKi popmu ixTiosdy - ixTios mnony (mamernsap-
HMI1 iXTi03) Ta ixTio3idpopmHa 6ynbo3Ha epurpogepmis (bpoka).

Mera: MOKpaIIUTH pe3y/IbTaTy TiKyBaHHA XBOPUX Ha BPOMJKEH] iXTiO3M i3 3aCTOCYBaHHAM ONiKOBMX TeX-
HOJIOTIJA.

IMTauientn i Metomm. IIpoaHani3oBaHO pe3y/IbTaTyl TIKyBaHHS IT 1TV HOBOHAPOKEHMX i3 Ba)XKKOI0 OY/IbO3HOIO
ixTiosidopmMHOIO epuTpOAEpMi€lo i TaMenApHMUM ixTio3oM. [0 MicIieBOro JIiKyBaHHS MOMIMPEHNX ypa>keHb IIKi-
pu Oy/u HomydeHi Xipypru omikoBOro LeHTpY, SKi 3aIIpOIIOHYBa/IM MiAXOAN, K i IpM TiKyBaHHI IIOBEPXHEBUX Jiep-
MaJIbHMX OIIiKiB, i3 3aCTOCYBaHHAM CiTYACTMX i IVTIBKOBYX PAaHOBVX IIOKPUTTIB.

PesynpraTn. Cucrema nikyBaHHs JiTeil 3 iXTi03ihOpMHOI0 epUTPOLEPMIEI0 1 IVTACTMHYATUM iXTI030M BK/TI0YAIa:
IpoBefeHH: iHQY3illHOI Teparlii; cucTeMHy aHTHOaKTepia/IbHY Tepallilo; TOPMOHOTEPAIliio; 30HT0BOE eHTepalb-
He XapYyBaHHs; TaCUBHY HecnenudiuHy iMyHisalito, pecripaTopHy miaTpuMKy. MicijeBe /1iKyBaHHSA: IIOfieHHI
HepeB’sI3KY I BHYTPilIHbOBEHHM KOMOIHOBaHIIM HapKO30M i3 3aCTOCYBaHHSM IUTIBKOBMX Ta IapadiHisoBa-
HIIX CITYaCTUX PAaHOBUX NOKPUTTIB, HAK/IalaHH: TEPMOi30/TI0I0YUX OB I30K.

BucHOBKM. 3aCTOCYBaHHS Cy4aCHUX PAaHOBMX IIOKPUTTIB /IS MiCLIeBOTO JIiKyBaHHs, CUCTEMHOI aHT1OaKTepi-
a/IbHOI Tepamil Ha (OHI MeTOAIB 3arajbHOI iHTeHCUBHOI Tepallii JO3BOMNIO YHUKHYTI PO3BUTKY iHpeKIiTHMIX
yCKJIaJ{HEeHb, ONITUMi3yBaTy Iepebir paHoBoro mpolecy. Peanisariist miany nikyBaabHUX 3aXOfiB 3 HaJJaHHS TOIIO-
MOT¥Y XBOPYUM Ha iXTi03 ZO3BOMNIO CTBOPUTH 623y ZaHUX XBOPUX, IOKPAIUTI MefYHe 00CTyrOByBaHHS, HONY-
Yalouy JI0 TIKYBaHHS IMX AiTell cIeriaicTiB 3 TikyBaHHA paH — KOMOYCTiO/NOTiB.

Kntouoei cnosa: ixtiosipopMHa IIacTMHYACTA ePUTPOAEPMis, BpoIKeHa OyIbo3Ha ixTiosipopMHa eputpozep-
Misl, pAHOBi TOKPUTTA.
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Introduction. Severe forms of ichthyosis often occur in the practice of intensive neonatology, among all genodermatosis: fetus ichthyosis (lamellar ichthyo-
sis) and ichthyosiform bullous erytroderma (Broca).

Objective. To improve the treatment outcomes in patients with congenital ihtiotises using burn technology.

Material and methods. The analysis of treatment outcomes in 5 newborns with severe bullous ichthyosis erythroderma and lamellar ichthyosis in Mykolaiv
Regional Children’s Hospital during 2009-2017 was carried out. In local treatment of diffused cutaneous lesions combustiologists were engaged, who offered
approaches as in the treatment of superficial dermal burns with mesh and film wound coatings.

Results. The treatment modality in children with ichthyosoform erythroderma included: infusion therapy at rate of 100-110 ml/kg/day; systemic antibiotic
therapy; hormone therapy; probe enteral nutrition; passive non-specific immunization; respiratory support. Local treatment: daily replacement of the
bandage under the intravenous combined anesthesia with the use of film and paraffinized mesh wound coats. The wounds were covered with thermosav-
ing bandages.

Conclusions. 1. The use of modern wound dressing for local treatment, systemic antibiotic therapy against the background of general intensive care meth-
ods allowed to avoid the development of infectious complications and optimize the course of the wound process. 2. Implementation of the medical treatment
plan for patients with ichthyosis allowed to create a database of patients, to improve medical care, involving the specialists of treatment of wounds — com-
bustiologists - for the treatment of these children.

Key words: ichthyosiform erythroderma, bullous ichthyosiform erythroderma, wound coverings.
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OnbIT IeueHUA HOBOPOXKAEHHbIX C UXTMO3MGOPMHOI 3pUTpoaEpMUe
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B npaKTUKe MHTEHCUBHOW HEOHATONIOMMM YACTO BCTPEYAKOTCA TAKENble GOPMbl UXTUO3a — TAMENAPHDIN MXTUO3 NNOAA U UXTUO3UbOPMHAR bynnesHas
apuTpogepmus (bpoka).

Llenb: ynyyLumnTb pe3ynbTaThl 1e4eHns B60/bHbIX C BPOKAEHHbIMM UXTUO3aMU C NPUMEHEHWUEM OXKOTOBbIX TEXHONOMMM.

MauueHTbl M MeToAbl. MPOBEAEH aHANN3 Pe3yNLTATOB SIEYEHWUA NATEPbIX HOBOPOMKAEHHDIX C TAXKENOM ByNNe3HON UXTUO3UDOPMHOI IpUTPOAEPMUEN U C
NaMeNapHbIM UXTMO30M. K MECTHOMY IeYEeHMI0 OBLLMPHbIX NOPAMKEHWUIM KOXM BblIM MPUOBLLEHBI XMPYPTY 0XKOrOBOTO LiEHTPA, KOTOPbIE NPEAN0NKUIM
NOAX0AbI, Kak U NPU IEYEHUMN NOBEPXHOCTHbIX OKOTOB, C NPUMEHEHUEM CETYATBIX U NNEHOUYHbIX PAHEBbIX MOKPbLITUIA.

Pe3ynbTatbl. CUCTEMA NleYEHUA AeTell C UXTUO3MPOPMHON 3pUTpoAepMUel BKAKOYaNa: npoBeseHne MHPY3MOHHON Tepanumu; CUCTEMHYIO
aHTMBaKTEpUaAbHYIO TEPANMIO; TOPMOHOTEPANUIO; 30HAOBOE IHTEPAbHOE NUTAHUE; NACCUBHYIO HECMELMOUYECKYIO MMMYHM3ALMIO, PECTIMPATOPHYIO
noafep:Kky. MecTHoe nedyeHue: exeLHEBHbIE NepeBA3KU NOJ BHYTPUBEHHbIM KOMBUHUPOBAHHbLIM HAPKO30M C NPUMEHEHUEM NAEHOYHbIX U
napaduHU3MPOBAHHDBIX CETYATLIX PAHEBbIX MOKPUTUIA, HANIOKEHUE TEPMOU3OMPYIOLLMX NMOBA3OK.

BbiBOAbI. [IpyMeEHeHMe COBPEMEHHbBIX PAHEBbIX MOKPLITUI A1 MECTHOTO IeYEHUA, CUCTEMHOM aHTMDAKTepUasbHOM Tepanuu Ha GoHe MeToL0B 0bLLeit
MHTEHCMBHO Tepanum No3BoaMN0 U3bexaTb Pa3BUTUA MHPEKLMOHHDBIX OCIOXKHEHMIA, ONTUMM3UPOBATL TEYEHWE PAHEBOIO NpoLecca.

Peanusauua nnaHa neyebHbIX MEPONPUATAI NO OKA3aHMIO MOMOLLM 6ONbHBIM UXTMO30M NO3BOIMANA CO3AaTh 6a3y AaHHbIX BOMbHbIX, YAYYLWNTD
MeAMLMHCKOE 0BCNYKMBAHME, NPUBAEKAA K IEYEHMIO ITUX AETel CNELMannCTOB NO NeYEHMIO paH — KOMBYCTMOOrOB.

Knrovesbie cnoea: NxTno3ndopmHas NaacTMHYaTan IpPUTPOAEPMUSA, BPOKAEHHAA BynnesHan UXTMO3UPOPMHaARA IPUTPOLEPMUS, PAHEBbIE MOKPLITUA.

Beryn

TeHomepMaTo3u — CHCTEMHI ypaXKeHHS, IPU AKUX,
NOpPAZ i3 TATO/IOTIYHMMY 3MiHaMM KiCTOK, €HIOKPUH-
HOI Ta HEPBOBOI CUCTEM, BiCLIEpONIATIAMH, O IPOLECY
3a/Iy4aloThcs MKipa Ta ii mpupgaTky. CKnagHa CTPYKTY-
pa reHeTMYHMX abepaniit 00yMOBIeHa TeHHUMM 260
XPOMOCOMHMMM 3MiHaMI 3a PaXyHOK MYTareHHOTO
BIUIMBY NpOLeCiB MeTabo/i3My y BHYTPIilIHBOMY
CepemoBUILi OpraHisMy i B pesy/bTari BIUIMBY €KOJIOTi4-
HUX dakropis [8,9]. V nmpaxTuii iHTeHCHBHOI HEOHATO-
TIOTil, cepef YCiX FeHOJepMaTO3iB, YaCTO 3yCTPidaloThCsA
Baxkki popmu ixTtiosy [7,11]. [Jo Baxxknx ¢opM BpomKe-
Horo ixTio3y (BI) Hanexars:

« ixTio3 oy (mamenapumii ixtios) — Q80.2;

o ixriosipopmHa 6ynpo3Ha eputponepmis (bpoka) —

Q80.3.

ITpn Baxxkux ¢popmax Bl morpiben perenpHuit 1o-
I71A1], 32 LIKipOI0, aHAJIOTiYHMII JOITIALY 33 IOIUMPEHN-
MU omikoBuMU paHamn [5,12]. 3a gaHuMu niteparypu,
gacroTa BI B monynanii 3anexxuts Bif reorpadivnoi
30HIL

[IposABM MIaCTMHYACTOTO iXTi03y (CMHOHIMM — iXTi-
03ihopMHa cyxa epuUTpOAepMis, ITaCTUHYACTA eKCcPO-
Jlialnlis HOBOHApO/ KEHNUX, KONOiHA IKipa HOBOHA-
pomxkennx, ichthyosis lamellaris) Bpomkeni. Tun ycnazn-
KyBaHHSA — ayTOCOMHO-peniecuBHui (rean ABCA12
(2934), ichthyin (5q33), TGM1 (14ql11), ALOXE3-
ALOX12B (17p13), 19p12-q12, 19p13). Ilonynauiiiza
YacTOTa OLIHIOEThCA He MeH AK 1:300 000 [2,12].

Bpomxena 6ynpo3Ha ixTiosipopmHa eputpopepmis
(cuHOHIMM — BpomyKeHa 6y/bo3Ha ixTiosipopmHa epu-
TponepMmis bpoxka, emifepmonitiunmii ixTios, ixtios 6y-
nbo3HmiL, ichthyosis epidermolytica) — 3axBoproBaHHsA
MO>ke Oy TH BpO/KeHNM ab0 NPOsAB/ISEThCA He3abapoM
nica HapomxkeHH:A. YactoTa - 1:100 000. Tun ycnagky-

BaHHS — ayTOCOMHO-JOMiHaHTHUII (renu 12ql3,
17q21-q22). ITnix HApOPKYETHCS B «COpOULii» ab0 He-
MOB «OlIINIapeHni». XapakTepHe BUHMKHEHHSA Ha HIKi-
pi MixypiB. 3 Hapo[KeHHA y JUTUHMU Bil3HA4Ya€eTbCsA
cTad Bojnoroi eputpogepmii. llIkipa rinepemMoBaHa,
M’sIKa, TIOfaT/IuBa. BifsHadaeTbcs NO3SUTUBHMIT CUMII-
toM HikonbcbKoro (cuMIITOM BifliapyBaHHA emigepmi-
cy). Ilyxupi po3kpuBaioTbcs 3 yTBOpEHHSM epo3iit, ki
3aroI0ThCH, He 3a/IMIIAI0YN CTifiB. 3TOJJOM PO3BUBa-
€TbCA 3poroBiHHA mKipu. Caif NpupinATH yBary
MeJVIKO-TEHeTUYHOMY KOHCY/IbTYBAHHIO CIMEITHUX ITap
Y pasi BUAB/IEHHA B aHaMHe3i CIIafKOBMX JIepMaTo3iB
[10]. CucTemMHMII XapakTep ypaxkeHb, TPYJHOLL B JIKY-
BaHHI i HU3bKa e()eKTUBHICTb OCTAHHBOTO 103BO/IAIOTD
BBa)KaTu po6eMy Baxxknx ¢popm Bl ofniero 3i ckman-
HMX Ta aKTya/bHUX Yy JIIKAPChKiil IPAKTUII 3arajioM i
IefiiaTpii 30Kpema.

Merta: NOKpalUTY Pe3yIbTaTy TiKyBaHHA XBOPUX
Ha Bl i3 3acTOCYyBaHHAM OMiKOBMX TEXHOJIOTII.

Marepianu i MeTOgM FOCTiT)KEHH A

IIpoBezeHo aHaIi3 pe3y/IbTaTiB JIiKyBaHHSA IT AT HO-
BOHAPOJPKEHX 3 BPOJPKEHMMI iXTio3aMM — 6y/IbO3HO0
ixTio3iopMHOI0 epuTpOepMi€ro (Tpy BUIIAAKM) i Itac-
TUHYACTMM iXTio30M (IBa BUIIAgKM) — B OOIaCHiil gu-
TAUil TikapHi M. Mukonaesa npotsarom 2009-2017 pp.
Yci xBopi Hapopmuca B TepMiHi 38-39 TVOKHIB, TOHOILIE-
HVIMY, 3 OLIiHKOIO 3a IIKa/Iok0 Anrap 7-8 6asis. ¥ nepuui
TOAVIHU IIiC/IA HAPOJPKEHHA Y [iTell BUABJIEHI KIiHiYHi
posiBy ixTiosihopMHOI 6y1b03HOI epuTposepMil i mame-
JIAPHOTO iXTiO3y, y 3B’3Ky 3 UMM BOHM Oy/IM1 IIepeBefieHi
Y Bifli7IeHH:A peaHiMallii Ta iIHTeHCMBHOI Tepallii HOBO-
HapOMmKeHNX 06/1acHOI AuTsI490I miKapHi. [lo MiciieBoro
NiKyBaHHs IOLIIMPEHNX Ypa>keHb MIKipu 6y fomydeHi
Xipypru OIliKOBOTO LIEHTPY, AKi 3aIIpOIIOHYBa/IN IiIXOIM
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ITnacTuHyacTmii ixtios - ixriosipopmua cyxa epurpopepmis

CrnuHKa XBOPOro BKpWTa («apmoBaHa»)
NAIBKOBMMMW NOKPUTTAMM
Hydrofilm n Omiderm; 10 fo6a

HoBoHapoaKeHui OutuHi 1 pik
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T,0 MiCLIEBOTO JTIKYBaHHS, K i IIpY TiIKyBaHHI [IOBEPXHe-
BIX JIepPMajIbHMX OIIiKaX i3 3aCTOCYBaHHAM CITYaCTHX i
ITIBKOBMX PaHOBYX ITOKPUTTIB.

Hocnif>xeHHs BUKOHaHI BilIOBifHO JO NPUHLIUIIIB
Tenbcincpkoi Jexnapanii. IlpoTokon gocnimxeHHs
yxBajeHnit JlokanbuuM etnyHuM Komitetom (JIEK)
BCiX 3a3HaYeHNX y po6ori ycraHoB. Ha mpoBenenns mo-
CTifKeHb Oy710 OTpMMaHO NMoiH(GOPMOBaHY 3rofy 6aThb-
KiB fiiTeit (a0 iXHiX OIKYHiB).

PesynbraT mocnimkeHHs Ta iX 00rOBOpeHHs
BaxkxicTb cTaHy XBOpMX BU3HAYa/IacA TeHepali3oBa-
HUM yPaXEHHAM HIKipHUX IIOKPUBIB y BUIJIALL «KOMOL] -
HOTO IIJIOfAa» Y XBOPUX 3 IVIACTUHYACTUM iXTiO30M Ta
y BUIVIA1 OOPMBKIB eIifiepMicy, K IIpY OITiKax OKPOIIOM, —
Y XBOPUX 3 OY/IbO3HOI0 iXTi03i(hOPMHOI0 epUTpOfiepMi€ro.
Ilicna BiATOprHEHHA IUIIBOK 1IKipa HOBOHAPOIKEHOTO
Oy/1a sACKpaBO-4YePBOHOTO KOIBOPY, 3 BE/IMKVIMI JIi/ITHKA-
MU BilllIapYBaHHs eIlifIepMiCy, YTBOPEHHSM epOo3iit i He-
HaIpy>KeHVX elliflepMaIbHUX ITyX/PiB pisHOI BE/TMYMHN i
IIO3UTVBHUM CUMIITOMOM BiJlIapyBaHHA eMifepMicy.
HecnipoMoyKHicTb enifiepMicy B CYKYITHOCTI 3 HEOCKO-
HAJIiCTIO HEMIPOPETY/IATOPHOrO arapaTy i aflalTUBHO-
KOMIIEHCATOPHMX MeXaHi3MiB HOBOHAPOIPKEHOT O, BEJIN -
KMMM PaHOBMMI ITIOBEPXHAMI BMMarajaa IpOBeJeHHA
6araToBeKTOPHOI iHTeHCUBHOI Teparii [1].

IITkipa HOBOHAapOMKEHNX 3a3BIUYail Oy1a BKpUTa pu-
TiTHOI0 TOHKOIO IITiBKOIO, IIJ0 HAaTaaye KOOfAii. 3rofoM
IUTiBKa ITepeTBOPIOETHCA Y BeNMMKi rpy0i mycouxm, AKi
MOKPUBAOTD yCe TiNIO, i B TAKOMY «IaHLMPi» Ti/IO 3a/m-
IIaeThCA «3aMypoBaHuM». Ha mkipi popmyrorbcs rm-
60Ki TPilMHY, IO KPOBOTOYATbh.

JlocuTtb XapakTepHOIO Oy/ia HasABHICTb BUBOPOTIB II0-
Bik (exTpormioH) i ry6 (excimabion). Byurni pakoBuHu
nedbopMoBaHi, IPUTUCHYTI 1O TOTIOBML.

HapMmipHi BTpatit Bogy 4epes TpiljuHy B LIKipi pu-
3BOJV/IN JIO IUBUIKOTO 3HEBOGHEHH OpraHismy. IMyHi-
teT 3HWKeHuit (!). [1MOOKi TpilmHy cCipysiim npuen-
HaHHIO 6aKTepianbHMX iHPeKil, 1o 6y/10 3arpo30i0
PO3BUTKY CENITUYHMX CTAHIB.

IIpu ricTonorivyHOMY JOCTiI>KEeHHI TP BPOIKEHI
Oyn1bo3Hilt ixTiosipopMHiit epuTpopepMmii BifsHavamacs
HasABHICTb B 3€PHUCTOMY LIAP] eMifiepMiCy riraHTChKUX
TpaHyJ KepaTorianiHy i Bakyomisanii. Cnoctepirascs
rinepkepaTos, akaHTO3, FPaHy/IbO3, AUCTPOdiuHi 3MiHN
mynyBatux KitvH. [lyxupi popmyBanucs 3a paxyHOK
M3MCY KTTHH eTlifiepMicy Iifj poroBuM mapom [6].

Ha cporopni HayKOBLIAIM BAanocs 3 ACyBaTH, 10 B
OCHOBI pO3BUTKY iXTi03iB, II€PIL 3a BCE, IEKNUTH HEIpa-
BIJIbHIII PO3BUTOK 3apOJIKY, 30KpeMa eKTofiepMH [3,6].

CucreMa TiKyBaHHA fiiTeit 3 ixtiosipopmHoI0 epuTpo-
TepMi€ro BKII0YajIa HACTYIIHI 3aX0fM: IPOBEJEHHA iH-

¢ysiitHol Tepamii 3 po3paxynky 100-110 mn/kr/zo6y
3 eJIEMEHTaMU NTAPEHTEPabHOTO XapYyBaHHA 3 ypaxy-
BaHHAM (i310/10TiYHNX i TATONIOTIYHNX BTPAT; CUCTEMHY
aHTHOaKTepianbHy Tepamio (MepomeHem) Ta IpOTUr-
PMOKOBY Tepalilo; TOPMOHOTEPATiI0 ITTIOKOKOPTHUKOC-
tepoinamu (penHizonoH 2 mr/kr/po6y 10 fi6); soHz0BE
eHTepajIbHe XapYyBaHHA (MaTepMHCbKe MOJIOKO, a 32
JIOTO BiJICYTHOCTi — BMCOKOAJalTOBaHi MOJIOYHI
cymiui). IIpoBopunacy macusHa HecrenngivHa iMyHi-
3allifl HOpMATbHUM TIOJCHKUM iIMYHOTITIOOYTiHOM I
BHYTPIilIHbOBEHHOTO BBeJeHHA «bioBeH-MoHO»
(4-menHmit Kypc, 4-8 Mr/Kr Macu Tina Ha f06y). 3piiic-
HIOBA/IaCh pecllipaTopHa IiITpUMKA.

Y pesynbrari mopyueHHA NpoLeciB HOPMaabHOTO
$YHKI[IOHYBaHHA MIKipHUX IOKPUBIB CTPa’KJAIOTh
BaX/IMBI QYHKIII IIKipy — AMXaHHA i TEPMOpETY/IALis,
110 ITOTpeOyBaIo pecnipaTopHOl iTPUMKY Yepes -
IIeBY MacKy Ta 0COO/IMBOTO PeXVMY JIOIANY — KIOBE3 3
ONTVMaJIbHVM Hif00pOM ITapaMeTpiB HABKOIMITHBOTO
cepefioBMIIla Ta 6ATaTONIAPOBUX 3irPiBAIOUNX OB A30K.
3 MeTOI0 3a6e31eYeHHsI BEHO3HOTO JOCTYITY BUKOHYBa-
nmacA KaTeTepu3alliAd MYNKOBOI BEHN 3 MOAANbLINM
PEHTTEH-KOHTPOJIEM JIOTO 3HAXOIPKEHHA B CYIMHHOMY
pycni. MicieBa Teparid y fiTeit ossArana B IOAEHHNX
nepeB’s3Kax npotarom 7-10 guiB. [lepeB’s13ku BUKOHY-
BJ/INCA MiJf BHYTPIITHbOBEHHNM KOMOiHOBaHMM Hap-
KO30M Ha T/Ii CIIOHTaHHOT'O AMXaHH:; B IIOJA/IBIIOMY —
IepopanbHa aHaJIbre3is caxaposoxo.

[TpoBopguacs mopeHHa 06pobKa AiNAHOK epo3iit
IMIKipy TEIIMM PO3YMHOM BOJHOTO aHTUCEINTHUKA
«OKTeHicenT»; fiMAHKM WIKipy (3a BUHATKOM I'OJIOBY Ta
IIPOMEXVHY) HOKPUBAJINCA TUMYACOBUMM Tilloasep-
reHHUMM napadiHizoBaHNMM CITIACTUMM TOKPUTTIMMA
Grassolind, i3 3aITOBHEHHAM OCepeiKiB CiTOK reneM
«AxToBeriH» (mepiui Tpy fo6m). 3 YeTBEPTOrO AHS Ji-
KYBaHH: MiCLleBO BUKOPUCTOBYBABCS KpeM «AKTOBe-
rin». Hakmapganacsa 6araTounrapoBa MapiieBa I10B A3Ka,
AKa MOJIeTIIOBasIa IIPOTEKTUBHI i TepMoi3omooui GpyHK-
uii wkipn [4]. Hlkipa civHM, BHACTiIOK MOCTiTHOTO
TpaBMYBaHHS, ypaXkasacs JOCUTb 3HAYHO, TOMY [/
36epe)keHHs BEPXHBOTO APy elifiepMicy OCTaHHil ap-
MyBaBcs 32 JOIIOMOTOI0 TIiBKOBUX MOKpUTTiB. Taka
CHCTeMa BelleHHsI XBOPUX i3 BaXKKOIO ixTio3ipopMHOIO
epUTPOJEPMIEI0 Y BifililIeHH] peaHiMallili HOBOHAPO-
IDKEHUX [JO3BO/MMIA B TEPMiH 710 10 1i6 JOCSrTI MOBHOI
eniTenisalii eposi, OYnIeHHA WKipK Bifi pOrOBUX Mac,
HopMarisanii gynkuii mkipn. Ha 11-y 1o6y mitu 6ynin
IepeBe/ieHi 10 HEOHATA/IbHOTO BifiJIi/IEHHA QUTAYOL JTi-
KapHi, e 6y1a mpopioBxeHa indysiitna Tepamis (mpoTs-
roM 1-2 TIDKHIB), CMCTeMHa aHTMOaKTepiabHa Tepanisa
3 IpU3HAYeHHAM IPOOIOTUKIB, Tepais >KMPOPO3UNH-
Humu Bitaminamu (A i E) i cumnromarnyHa Teparis.
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BpomxeHna 6ynpo3Ha ixriosipopmua epurpopepmis (Ichthyosiform Erythroderma)

6 noba
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Jornag 3a WKiporw XBOPUX MOJIATAB Y IOLEHHMX Tirie-
HiYHMX BaHHAX 3 JJOJlaBaHHAM eMy/bCii «OimaTym».
[Ticnsa xynaHHA BeCbh WIKipHWII IOKpUB 06po6IABCS
4-5 pasiB Ha ;06y KpeMoM «AKTOBeriH» abo «bemaHn-
TeH», II0B A3KM He Haknagamcsa. Ha 25-30 go6y mami-
€HTHU Oyny BUIMCaHi 3i cTaljioHapy.

HaBognmo ocTaHHi KTiHiYHNIT BUTIATOK.

01 yepBHs 2017 poky B 06/1aCHOMY IIO/IOTOBOMY 6Y-
IVHKY M. MMKO/Ia€Ba IpVMPOSHYM IJIAXOM HapOJVBCS
IIIif >KiHOYOI1 cTaTi, Bara mpu HapopxenHi 2 300 1, fo-
BXKIMHA Tina 48 cM, TepMiH 35-37 TvKHiB. BariTHicTb —
TpeTs, nonoru — Tperi. Ilonepenni BaritHocTi i momo-
1 — izionoriuHi, AiTV HAPORMINCS 3HOPOBI.

Anamnes yiei azimnocmi: B TepMiHi 12 TVOKHIB MaTh
nepenecna ['PBI. XapakTepHo, 1110 nepiiie BOPYIIiHHA
IJI0Ja 3a3Havanocs B TepMiHi 18 TyokHiB. Ilig gac ma-
HOBOTO BiIBiflyBaHHA >KiHOYO01 KOHCY/IbTAIlil, B TEpMiHi
24-26 TvKHIB Oy/10 FiarHOCTOBAHO 3aTPUMKY BHYTpillIl-
HbOYTPOOHOTO PO3BUTKY IIOAY, 3 IPUBOJY YOTO MAaTH
oTpuMmyBaa npenaparu « TiBoptin» (B/B) i «Copbidep»
(Tabnerkn).

Anamnes wumms mamepi: 3 Biky 3 MicALiB i go 5 po-
KiB BifI3Ha4aBCA [liaTes, aK O eKCYLaTUBHOI €K3eMI.
B manuit yac Bii3HaYa€TbCsA KOHTAKTHUI JepMaTUT Ha
KOCMETMYHi 3ac00U Ta Xap4yoBa ajIeprisl Ha LUTPYCOBI,
AKi IPOAB/AIOTHCA KPAIIKOBYM BUCUIIOM.

ITpu HapomxeHHi Ta oriAfi (Yepes 5 roavH Iic/A Ha-
POI>KeHH) UIKipHMIT HOKPUB JUTUHY (BK/TIOYA0YN i
BOJIOCSIHY YaCTVUHY TOTIOBY) TOTQ/IbHO MTOKPUTHIT OMa-
JIECLIIOIOYMMMY IUTiIBKaMU, SKi IpY BUCUXaHHI IIPU3BO-
ISATD IO BEMMKUX i ITMOOKMX TPillVH WKipu fo fmep-
MaJ/IbHOTO i CyOfepManbHUX 1IapiB i3 GopMyBaHHAM
BOJIOTYVIX epO3ili, 0COOMNBO B AUIAHII BeIMKUX CYITIO0iB
i HaBKOJIO IpUPOAHMX OTBOPiB 06y YA (0di, Hic, poT).
XapakTepHUIT BUITIAL 0OMMY4Yst — MacKoOIofiOHe, 10-
KPUTe TOBCTOK KOJIOIHOIO ITiBKOIO, i3 LIi/TMHOMOAI0-
HVUM BYBOPOTOM IIOBIK i Ty0 — «pu6’sa4uii poT i o4i».
HIxipHnii MOKpUB Ha BCiil OBEPXHI, 3a paXyHOK LjMp-
KY/IAPHOTO CTYCKaHHS OPOTOBiIINMM Macamy, — Omifuii,
XOJIONHUIA Ha JOTHUK, 110 HEMPAMO CBilYNTD PO MeBHi
MOPYLIEHHA MIKPOUMPKY/IALIL y CyAuHaX MIKipU.

Bcmanosneno diaenos: «leHomepMaTos, TaMesULs pHI
ixTi03 («KOMOITHMIA TITiI» )».

PexomeHn0BaHO NepeBeeHHs /1 MOAAIbIIOTO JIi-
KyBaHHA Y BiJjJli/IeHHs peaHiMallii Ta iIHTeHCUBHOI Tepa-
i HOBOHAPOKEeHNX 00/1aCHOI AUTAYOI JIiKapHi.

Ha erami BPITH HOJJJI. Pe>xxuM BUXOf>)KyBaHHA —
KIOB€3, 3 MiJBMIEHMMY [TapaMeTPaMy BOJIOTOCTI i TeM-
IIepaTypy HABKONIMIIIHbOIO CEPEIOBUIIIA.

AnTtubaxrepianpHa tepamia - «Iledprpnakcon»
100 mr/xr/po6y. lemocrarvku — «Eramsunar» i «Kontpu-
BeH». [In6oKMit MeIMKaMEHTO3HMII COH 3 IIOCTITHOO 1H-

¢ysiero Mopdiny. EnTenpanbpHa miaTpuMka BICOKoOaan-
TOBaHMMU CcyMitamu 1o 20 M 8 p/po6y. Indysiiiaa Te-
pamis 3i mBuKicTIO 5-6 M/rox (120-150 m1/po6y) 3a
JIOTIOMOTOI0 iHpY30MaTa, 3 eleMeHTaMM ITapeHTepab-
HOTO Xap4YyBaHHs — 5% pO34MH ITIIOKO3M Ta «AMIHO».

Y 3B’3Ky 3 pO3BUTKOM AMXa/IbHNX PO3/IajiB Ha TIIi
IKipHOi HeAOCTaTHOCTI (y TOMY YMCIIi if 32 paXyHOK pH-
TiJHOCTi TPYAHOIL K/IiTKYM, BKPUTOI Ii/IBHUMU POTOBU-
MU HallapyBaHHAMU) AUTMHA Oya IepeBefeHa Ha
IITYy4YHY BeHTMIAL o ereHs (IIIBJI) - mapamerpn BeH-
TUJIALI He )KOPCTKi, HOPMOBEHTWIIALLifA, O2 21-30%.

It cra6imizanyii Ta mpTpymMKy 6anaHcy i QyHKI MiKpo-
¢nopu kuireynyka npusHavamu «/linekc-bebi». Temnepa-
Typa Tina — HopMoTepMis. Jliypes — 200-210 mn/po6y.

Bunopo>xHeHHs 0popMIIeHi, KalIKonopioHi, 6e3 na-
TOJIOTIYHMX JOMIIIOK, O YOTHUPbOX pasiB Ha 00Y.

Y ouni minuHu 3akamysascs «KopHeprenb» i «Dmokcanm».

MicueBe TiKyBaHHs [OMATAJIO Y LOfIeHHOMY 06p06-
JIEHHI BChOTO WIKipHOTO IMMOKPUBY TEIUIMM PO3YMHOM
«OxkTeHicenTy» (crpeit), yKpUTTsA WIKipy Tinoaneprex-
HuMU napadiHi3oBaHMMY TUMYACOBUMMU CiTYACTUMU
paHoBuMM okputTamu «Ipacconing» 3 Mognpikaniero
OCTaHHIX kpeMoM «bemaHTeH», Hak/Iaanmucs 6araTo-
LIapOBi TepMOi30/II0I0Yi acenITUIHI Map/ieBi OB I3KK
(3a BuHATKOM ronosn). [Ipotsrom 5-6 gHiB porosi Ha-
IapyBaHHs 6y/I0 JIeTKO BiilIapyBaTy MyTOBYATUM 30H-
JIOM IO JOBXXMHI (I10 THITy HEeKPOTOMHMX PO3pi3iB), i Ha
8-9 100y MKipHUIT TIOKPUB HOBHICTIO OYB 3Bi/IbHEHNUI
BiJ pOrOBMX HalllapyBaHb.

ITicna ounmeHHA WKipy NPOBOAVINCA Tiri€HidHi
BaHHM 3 eMOJIeHTaMM (eMy/IbCid i KynmaHHA «Emop-
niyM») i mogoskeHa 06po6OKa mmkipu kpemoM «benan-
TeH» MIPOTATOM 3—4 pasu Ha 100y.

Ha 10 go6y nautuny 6yno suato 3 IIIBJI, cran - cTa-
OinbHMIL.

Ha 15-ty no6y po3BuHynacsa feKOMIIEHCALisd
CEpLIEBO-CYIMHHOL CUCTEMMU, BUABJIEHO Bafly Cepls —
KOapKTalid aopTu. [lutnHa 3HOBY nepepefieHa Ha IIIBJI
i TpancnoproBaHa 1o KuiBcbKoro LeHTpy AUTAYOI Kap-
miosnorii Ta kapaioxipyprii, e 6yna mposepeHa 6aoHHa
nunaranig gedekry. JIikyBaHHA 6y/10 IPOJZOBXEHO Y
BiJlJJi/IEHHi TaTO/IOTil HOBOHAPOIPKEHMX MMKOMaiBChKOI
00/1aCHOI JUTSYOI JTiKapHi.

Ha manwnit 9ac puTHMHA BUIIMCaHAa i3 CTallioOHapy mif
CIIOCTEPEeXXEHHA NiIbHIMYHOTO IefliaTpa, JepMaTosIora i
Kappionora. Tepmin nepebyBanHA y cTanioHapi cTaHo-
BUB 32 Mi>KKO-TTHS.

BucHoBku

1. 3acTocyBaHHS CydyaCHUX PaHOBUX MOKPHUTTIB LIS
MICIIEBOTO JIIKyBaHHS, CHCTEMHOI aHTHOAKTepiaIbHOT Te-
parii Ha ()OHI METOIiB 3arajbHOI IHTEHCHBHOI Teparii J10-
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3BOJIMJIO YHUKHYTH PO3BUTKY 1H(EKITIHHUX YCKIIaIHCHD,
OIITHMIi3yBaTH Iepe0ir paHOBOTO MPOIIECY. 6.

2. Peanisanis nnany giKyBa/lbHUX 3aXOfiB 3 HaJaHH:A
JIOTIOMOTY XBOPUM iXTi030M JJ03BO/IMIA CTBOPUTH 6a3y
IaHVX XBOPYX, IIOJIIIIINTY MeAYHe 00CTyrOByBaHHS,

3aJIy4alouy [0 JiKyBaHHs [UX AiTeit (paxiBLiB 3 JiKy- "

BaHHsA paH — KOMOYCTiONOriB. 8.
Aesmopu 3a5867110Mb NPO 8i0CYMHICMb KOHPIKMY iH-

mepecis. 9.
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