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IKAIHIYHW BUNMOAOK

CIMENHOTO AOMEASIPHOTO IXTIO3Y

Omnmcano BUTIA/IOK Pi/IKICHOTO TeHOIepMaTo3y — CIMEITHOTO JIAMEeJISIPHOTO iXTi03Y.

Kirouosi ciioBa

JlamensipHUil iXTio3, KJIIHIYHUIT BUTTAIOK, 1epebir XBOPOOH, CUCTEMHI PETUHOIIN.

JIaMenﬂpHMﬁ ixtio3 (JII) mamexuThp A0 Tpymu
CTa/IKOBUX 3aXBOPIOBaHb, IO XapaKTepU3y-
I0ThCS MOPYIIEHHIM KePaTUHI3aIlli 1 3yCTPIYaeThC
3yacroroio 1 Bunazok Ha 100 Tuc. nacenennd [ 2, 7].

[Ipuunnoro BuankHEHH JI1 BBaXKAIOTh My TAIlii0
B reri TGM1, 1o BiamoBizac 3a 37aTHICTD 3aCBOIO-
Batu BiTaMiH A. BHAcTiZIoOK IIbOTO TOPYIIYETHCSI
MpoIeC 3POTOBIHHS, CIIOTBOPIOIOTHCA IMYHHI peak-
ITii IMKipH, PO3BUBAIOTHCST YACTi aJlepTiifHi W peru-
JMBHI THOAYKOBI XBOpoOU 1IKipu. 3ragana ocobau-
BICTD IIePEAETHCS 3 TTOKOJIHHS B MTOKOJIHHS 1 He
miggaerbess Kopekiii [3, 5]. 3axBopioBaHHSI He
3arPOKYE KUTTIO, aJjie TIOTIPIITY€E HOTO IKiCTh, CIIPU-
YUHIOE 3HAYHUI TICUXOEMOIIMHUN cTpec y nallieH-
Ta. Tomy ocHOBHaA MeTa JIiKyBaHHS MATOJIOTII — I10-
JIETTITUTH CTaH XBOPOTO, 30KPeMa, 3MEHIIUTH CY-
XiCTh MIKIpH, €NIMIHYBAaTH BTOPUHHY iHMEKINIIO
(miomepMist, KaHAMIO3 CTOI i CKJIALO0K), 3a00irTH
inBasian3anii (MHOKHUHHI KOHTPAKTYpU JIPIOHUX
i BemuKux cyriaobis).

Xo4yeMo MOIJIUTUCS 3 KoJeTaMu iH(GOpMaIli€io
PO IiKaBU KJITHIYHUI BUTIQJIOK, SKUH criocTepira-
s Ha TepuTopii JIiBii.

Ha mipuiiom 3BepHyJacst MaMa 3 5-piuHOIO [IiB-
YUHKOIO. JKUBYTDb BOHU B ITycTeabHOMY paiioni JIi-
Bil i3 CyXMM CIIEKOTHUM KJIIMaTOM, Jie TeMIlepaTypa
nmoBiTpst BAiTKy He Hiwk4a +35 °C. Ckapru mHa
BUPA3Hy CYXiCTb IIKIPH, JIyIeHHsT, OOJII0Yl TPilu-
HU, 9KI Ha4acTIille BUHUKAIOTD I/ 4ac 3THHAIDb-
HUX PYXiB, 0OMEKeHHs PYXiB Y JIKThOBHUX CYTrI00ax
Ta cyriobax KUCTeil, 3arajibHy cJIaOKicTh, moraHui
COH, JIPaTiBJAUBICTb UTUHHU.

JluTrHa Hapoauaacst HeOHOIIEHOI, TiIo 6YJI0
BKPHTE IJIiBKOIO, STKA HAPUKIHII 1-T0 MicsIIs JKUT-
TS IEPETBOPUIIACS HA MACUBHI JIyCKU. B moambIno-

My CTaH 3HA4YHO IOTIpIIyBaBCsA B JITHIN Tepiof.
oBruil yac Ayt 3BOJIOKEHHS MIKIPU MaThU BUKO-
PHCTOBYBaJIa BaseliiH, aje TOJIMIeHHs He OyJo.
Y IUTHUHYM 4acTO PO3BUBAJIMCA PECIipaTOPHI Bipyc-
Hi iH(]eKIIi1 Ta THOTUYKOBI ypaskeHHs mKkipu. He pa3
KOHCYJIbTOBaHA CYMIKHUMU CIIeliaicTaMu 3 TIPU-
BOJIY IHIIOI TMATOJIOTIi: YacTi PEIUANBYA KOH IOHK-
TUBITY, IJyxoTa | cTyTeHs, KOHTPaKTypH APiOHUX
cyr100iB KUCTEHH.

OO6’€KTUBHO: TUTHHA HEJIOCTATHHOTO SKUBJIEHHS,
Oo3HaKu Jerigpatariii. TotasbHe ypaskeHHS LIKipH
(Tyy6, KiHIIBKY, OGJMYYs, BOJOCSHA YacTHHA
TOJIOBW) i3 BUPA3HOIO CYXiCTIO, MACUBHUMU TEMHU-
MU TIACTHHOMOMIOHUMM JIyCKaMM, 10 HaraayioTh
pu0’stuy wikipy. Typrop mikipu sHmkenwii (puc. 1).

Ha 06smmyui, B ginsgnii cyrino6is (JTiKThOBI, KO-
JIHHI, CyTJI00M KUCTEN ) MIKipa CTOHIIeHa, HATSITHY -
Ta, 3 6auckoM. Ha J10J10HSX 1 mio1Bax IOTOBIIICHA
(xepaToziepmis), MOCUJIEHUN IMTKIPHUN MAaJIOHOK,
MHOKUHHI pi3HOi TIMOUHM TPILIMHM, MiABUIIEHA
miTauBicTh. Bupasie oOMekeH s pyXiB y cyriobax.
Bonocgana vactuHa TOJOBW BKpPUTA MacCHBHUMU
JIYyCKaMH, CIIOCTEPIra€ThCsi ocepekoBa pyobiieBa
asortertisi (puc. 2). Bojoccs TomeHbKe, ThMSHE,
cyxe. OnHixomucTpodisa — TOTaIbHA, 3 MTAPOHIXISIMHA,
MIHIFTHOBUM TITIEPKEPATO30M, TO3/0BXKHIMU 1
nonepedHrMu 6oposHamu. Byxa maui it geopmo-
Bami. Cxirepu in’ekoBani. I1ocTiiiHo T€UyTh CIBO3M.
®orohobis. [ToBiku BuBepHyTi (€KTPOITiOH), TYOU
TexX (POT He CTYIIOEThCs ) (puc. 3).

YHIKaTbHICTD IIHOTO BUMAKY B TOMY, 1110 Y POIU-
Hi XBOPOI TaKMX BUIAJKIB /I0CI HE CIIOCTEPITrasocs.
Y BciX JKMBHX YJIEHIB BEJWUKOI POJAWHU 3/I0POBA
IKipa, MOOJAMHOKI BUIIQJKU aJIeprojlepMaTosis,
MOJIOZITIIA cecTpa XBOPO1 (BiK 3 pOKU) HAPOAWIACT
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Puc. 1. XBopa HO AOMEASIPHUM iXTio3. BUpasHa cyxicTb,
MOCMUBHI TEMHI NMACGCTUHOMNOAIGHI AYCKU Y BUTASIA|
pUG’a40i LWKipK B AiASHLi AOGQ, KT, TYAY6Q

3 TAKUM CaMUM 3aXBOPIOBAHHSIM i HE3HAUHUMH BijI-
XWJIEHHSMI B TICUXO(DI3UYHOMY PO3BUTKY, MOJIOI-
it 6pat (Bik 8 Mic) He Mae pobJIeM 3i MIKipoIo.

XBOpi IiTH MOTHS TPOTIATOM 4 MiC OTPUMYBAJIU
BHCOKI 1031 BiTaminy A (7500 MO, 1o Bigmosizae
3 xamcymam mo 2500 MO) pazom i3 KOMITTIEKCOM
noJiiBiTaMiHiB (IIUHK, Mijlb, 3aJ1i30, KaJblliii). To-
MYHO OYJI0 PEKOMEHZIOBAHO MOM SIKITYBaJIbHI Tt
JUUIST IYTIY 3 CEYOBUHOIO Ta 3BOJIOKYBATBHUN KPEM
i3 CEYOBUHOIO Ta CATHTIMIIOBOIO KUCTIOTOTO (5 %) /TSt
MIOZIEHHOTO BUKOPUCTAHHS MPOTITOM 1 Mic, TOTiM —
emomient 3 cewoBuHOIO (10 %). [Tepioguyto, KopoT-
KuMu Kypcamu (110 5—7 1i6), Ha JiISHKY BUPA3HO-
TO TillepKepaTo3y Ipu3Hauaau Masb «/lumpocamriks
ab0 TOIYHMIT peTUHOIL peTuH-A y GopMi Teio.
[lomatkoBo TpHW3HAYASU Tepariio g YCYHEHHS
yCKJIaHenb (4acTo MPUETHYBATNCS BTOPUHHA TTi0-
JIepMist TPIIIUH Ha JOJOHSX 1 MiI0MBaX, KAaHAN103-
Hi 32i11, peIUANBHI KEPaTOKOH IOHKTUBITH ). BHac-
JIIJTOK TIbOTO CTaH MIKiPH JAEHIO MOJITTIITBCS.

Jlnst 060X [iTei posrisga v MATAHHS TIPU3HA-
YeHHd CHUCTEMHUX PETUHOIIB, aje 3 OTJIIAy Ha
MaJuil Bik (5 1 3 poKK) BUPIIINMIN BiATEPMiHYBaTH
JIKYBaHHS.

Puc. 2. XBopa HO AOMEASIPHUM iXTiO3. AyLLLEeHHS
TA OCEepPEeAKOBAO Py6GLEBA AAONELis B AIASHL
BOAOCSIHOI YOCTUHU FTOAOBU

Pvic. 3. XBOPGO HO AGMEASIPHUM iXTiO3. iH'€KOBaHI
CKAEpU, CAbO3OTEUA, EKTPOMIOH, POT HE CTYAIOETbCS
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Ockinbku 11e Oyiia apabcbKa ciM’sl, Jie TUIaHy BaJIi
e He OJHY BariTHICTh, GaThbKaM PEKOMEH/LYBaJIH
MeIMKO-TeHeTUIHE KOHCYJIBTYBAaHHS, 8 TAKOK 3MiHY
MICIIS POKUBAHHS Ha pallOHU 3 JIATIHITIIM KJTiMa-
TOM, BWIIOIO0 BoJjorictio (Ha mobepexsks Cepen-
3eMHOTO MOPS, JIe MOKHA TIPUHMATH MOPCHKI BAaHHH,
KOTPI CIIPUATINBO BIUIMBAIOTH HA CTaH MIKIPH ).

CTOCOBHO 1IbOTO TIPUKJALY BapTO 3rajlaTh OC-
HOBHI TPUHIIAIIN JIOTTIOMOTH XBOPUM Ha JIaMEeJIIPHUT
ixtio. OcHoBHa MeTa JIiKyBaHHS — 3MEHITUTH CY-
XiCTh IMIKipH i 3aMI0GITTH YTBOPEHHIO CBIAKIX TPITI[HH.

Jlna nboro naitiimnie 3acrocoByBatu [1, 6]:

1) mpenaparu 3 ceuoBuHOIO (Biz 2 110 20 %) y BUTIIsT
TeJiB Jid Iyury i KpeMiB—BOHU 3aTPUMYIOTh
BOJLy B POTOBOMY TIIapi, TIOM AKIITYIOTb IIKipPY;

2) mpemaparu, 10 MIiCTSATH IJTIEPUH 1 MOJIOUHY Ui
TJIiKOJIEBY KUCJIOTY, — BOHW 3MEHIIYIOTH a/ITre3i10
KOPHEOITUTIB i TOBIIWHY eMifiepMicy, ITIM CAMUM
3MEHIIYETHCS JTYIICHHS;

3) mpemapaTu Ha OCHOBI CAJIIMIOBOI KUCIOTH —
JIOTIOMAraioTh BUAAIUTH TPyOi TEeMHI JIyCKH.
Takosk MOKHA 3aCTOCOBYBATH:

— TOMIYHi peTHHOIAN (TPETUHOIH ) — BOHH POOIATH
KEPaTUHOIMTY MEHII aJIrePOBAHUMU, i 1€ JIA€
3MOTY JIeTIIIe BUMAISATH TOBCTI JIYCKH;

— TaKpoJIIMyC —Ma€ IMYHOCYTIPECUBHY 10, IINM
CaMUM TIPUTHIYYE TIPOTIEC 3POTOBIHHS;

— KaJBIUTIOTPION — CUHTETUYHUM aHATIOT aKTUB-
Horo Metabouity BiTaminy /[I. Tambmye mpoui-
depallito KepaTUHOIUTIB Ta MPUCKOPIOE IXHIO
Mopdosoriuny audepentiariiio.

HaitgacTimme ns cucteMHoOl Tepariii 3aCTOCOBY-
I0Th BUCOKI /103U BiTaMiny A (K mpodimakTuanmi
3acib6 peKoMeHI0BaHO 000BY 103y MUl HITEH 10
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10 poxkis 2500 MO, st JliKyBaHHSI IaTOJIOTTYHUX
ctaHiB BoHa Moxke fnocaratu 10000 MO). Bin mae
0co6JIMBE 3HAYEHHST [JISI KIPH, OCKIJIBKHU € BasKJIH-
BOIO CKJIAZIOBOIO TIPOIIeCy pereHepailii ii i CIM30BUX
o6ostonok. bepe yyactb y 0OMiHi pe4oOBUH y KJIiTH-
Hax IMIKipU, PETYJTIOE AiSIbHICTh CATbHUX 1 TOTOBUX
3a7103. CIIOBIZTbHIOE YTBOPEHHS 3MOPIIOK, 3MITTHIOE
KaIiJIsapy i MOMNIITY€E KPOBOMIOCTaYaHHA. BakImBo
migibpatu ajmekBaTHy A03y BiTaMiHy A, OCKiJIbKH
y pasi mepeno3yBaHHS MOKYTh CIIOCTEPITaTUCS
azepriiiai peaxiii (cBepbik, epuTemMa, BUCHIIAHHS),
COHJIWBICTb, TIBUIIIEHHS TeMIIepaTypH Tija, ITBU/I-
Ka BTOMJIIOBaHICTh, 611k ¥ KUBOTI [9].

[lng minmioro 3acBoeHHS BiTaMiHy A mpr3Hava-
ioTbest Bitaminu E, /[, Mikpo- Ta MakpoejreMeHTH
(KaspIiif i TUHK).

s nmikyBaHHA JIaMeJIIPHOTO 1XTiO3y TaKOXK
PEKOMEHAYIOTh CUCTEMHI PETUHOIN TTPOTSATOM TPU-
BaJIOTO Yacy. AJie 3 OISy Ha TSLKKI mobiuHi edek-
Tu (TepaTOTEeHHICTh, TeNaTo- 1 HePPOTOKCUYHICTH )
iX IPU3HAYAIOTh TIIBKU B OKPEMMX BUIIIKaX 1 XBO-
puM BikoM nonaj 14 poxkis [4, 8].
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KAVHNYECKNM CAYHAON CEMENHOTO AOMEANSIPHOTO MXTMO3A

OrnucaH ciryyail peIkoro reHoJIepMaTo3a — CeMEHHbIH JIaMeJUISIPHbII UXTHO3.
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Clinical case of family lamellar ichthyosis

A rarecase of genodermatosis — family lamellar ichthyosis was described.

Key words: lamellar ichthyosis, clinical case, course of disease, systemic retinoids.
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