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Kniwouoei cnosa: ixtio3 3Bnyaiinuii, X-34ensaeHU peleCUBHUN iXTio3,
SIKICTB JKHUTTS

AKTyalbHICTh JOCTimKeHHs. [xTio3 (Big rpem. iy00g — puba) sBise
C00O0I0 €TIOJOTIYHO Ta KIIHIYHO FeTepOreHHY IPYILy 3aXBOPIOBaHb HIKIPH Ta
MAMKIpHOT  KITKOBHHHW, IO  XapaKTePH3YIOTHCS  TCHEPai30BaHUM
MOPYIICHHSAM KepaTHHI3aMii i YyTBOPEHHSM JIyCOYOK HA IIKipi, i 3HUKYIOTh
skicte xutTsA mamieHTiB [1]. Cepex monan 30 ¢opm ixTiozy HaHOLIBII
TIOIINPEHIMH € iXTi03 3BUYaiHUH Ta X-3UeIUICHUI PeleCUBHUM iXTio3 [2].

IxTio3 3BMUAiHKII ycIIaZIKOBYETHCS 32 ayTOCOMHO-TOMIHAHTHUM THIIOM
3 HEMOBHOIO IICHETPAHTHICTIO. BiH CHpUYMHEHMH MyTalisIMH TeHa
emigepmanbHoro Oinka ¢inarpuny (FLG) [3]. B xBopux Ha 1o dopmy
iXTio3y crHocrepiraloTbess Audy3He JYIEHHS Yy BHUIJSII CipyBaTHX
MPO30PHX JIYCOYOK 37eO1NbIIOro Ha PO3rHHAJbHUX IMOBEPXHSX, & TaKOXK
¢domikymsapauii kepato3 [1]. IMommpenicTs iXTiO3y 3BHYAHHOIO Y CBITI
cTaHoBUTH A0 1:250 yonoBik, y XapkiBchkiii obnacti — 1:5882 uomnoBik
[4].

X-3UeIUIeHNH pElecHBHUM iXTi03 BHKIMKAaHWHA MYTaIlisiIMH Tc¢Ha
crepoinHoi cynbdarazu (STS). Y xBopux Oinmplia YacTHHA IIKiPHOTO
TIOKPHUBY, OCOOJIMBO 3TMHAJbHI TOBEPXHI, ypaKeHa TEMHO-KOPUYHEBHMH
POMOOTIONIOHUMH  JTyCKaM#, TPOTe (ONIKYIIPHUN Keparo3 BiICYTHIi.
Hommpenicte matonorii y cBiti ckmamae 1:2000—1:6000 d9omnoBikiB, y
XapkiBchKiit obmacti — 1:6667 qonosikis [1, 4, 5].

He3Bakatoun Ha Te, MO Il HO30JOTIYHI OJWHHUI[ BiAHOCATH [0
HECHHJIPOMAJIBHUX (OPM iXTiO3y, BOHM MOXYTh CYHPOBOJIKYBATHCS
IEPriYHUMH  3aXBOPIOBAaHHSMH, TMATOJIOTISIMU  IITYHKOBO-KHILIKOBOTO
TPAaKTy, MOMYTHIHHSAM POTiBKH, KpUIITOpXi3MoM To1o [5]. TIposiB xBopoOu
3 MEPIIMX JHIB )HUTTS a00 3 PAHHBOI'O AUTHHCTBA, TIEPIOINYHE MOTIPIICHHS
CTaHy, CKJAIHICTh IIarHOCTHKH, OCOOJIMBO IIeTKHX (OpM, BiACYTHICTH
cnenudiyHOro JIIKyBaHHsS, @ TaKoX HU3bKAa €(QEKTUBHICTH OCTaHHBHOTO
3YMOBIIIOIOTh HEOOXiJHICTH IOJANbIIOro BHBYEHHS ixTiody. OcraHHIM
4acoM y JIiTepaTypi OOTOBOPIOETHCS MOKIHMBICTH OI[IHIOBAHHS TSKKOCTI
nepeOiry 3aXBOpIOBaHHS 4epe3 JIOCHIPKEHHS SKOCTI XKMTTS MalieHTiB [6].
Tomy mMeTo10 Hamoi po6oTn Oyia OLiHKA BIUIMBY (POPMH 3aXBOPIOBAHHS Ha
AKICTB JKUTTS MAIIEHTIB 3 iXTI030M.

Martepiann i meroau. [ocmimkenHs mnposeneHe Ha 0a3i KHII
XapkiBcbkoi ~ obmacHOoi  paam  «OOnacHMT  KIIHIYHHE ~— MIKipHO-
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BeHeposioriunuii nucnancep Nel» 3 BHKOPHCTaHHSIM  CIIELiali30BaHOTO
OTMUTYBAJIFHUKA [UIS OLIHKH SKOCTI XHTTSA XBOpWUX Ha ixTio3 1QOL-32 Tta
HecTenu(piYHOT0 MKHAPOJIHOTO ONMUTYBAIBHUKA IS OLIHKA SKOCTi YKHUTTS
SF-36. [lnst BamigHOCTI TOPIBHSHHSA PE3yNBTATIB ONMUTYBAaHHSI y HBOMY
B3sUTH y4acTh 23 Mami€HTH YOJIOBIiYOi CTaTi, XBOPHX HA iXTi03 3BUYANHHIA,
Ta 19 mamieHTiB 3 X-34€IUICHUM PEIeCHBHUM iXTio30oM y Bimi Bix 20 mo 49
pokiB. [liarno3 Ta ¢opma mepMaTo3y B MAILi€HTIB BCTAHOBJICHI BiIIOBITHO
1o MKX-10: ixtio3 3puvaitauii (Q 80.0) ta X-3ueruienuii ixtios (Q 80.1).
JlocnipkeHHsI IpoBeJieHe 3 JOTPUMAHHIM YCiX OI0OETMYHHMX HOPM Ta IpaB
JIFO/TUHH.

PesyabraTn gocaimkens. CrienianizoBaHuil ONUTYBAIBHUK JUISL OLIHKH
SIKOCTI JKUTTS XBOpHX Ha ixTio3 1QOL-32 wmictute 32 muTaHHA IOJ0
BIQUYTTIB TMAIlieHTa TIPOTATOM OCTaHHIX YOTHPHOX TIKHIB. KokHa
BiJINIOBiJb 3aJIC)KHO Bill CTYICHS BIOUYTTS OLIHIOETHCA Bifg 0 mo 4 Oaiis,
TaKUM YHHOM 3arajpHUi Oan Moke koimBatucgd Big O mo 128 Oaumis.
[MutanHs oOmNUTYyBaNbHUKA KIACH(pIKOBaHI 3a ciMOMa KaTeroOpisiMU:
IUCKOM(OPT, CTaBJICHHSA [0 IHIIUX IFOJCH, Oinb, COIialibHI acIeKTH,
poboTa, ToTIIA 3a MIKiPO¥o, BiTHOIICHHS 3 IHITUMH JFOIbMH.

Cepenniit 6an 3a pe3yabTaTaMu OMUTYBaHHsS CTaHOBUB 66,5+20,3, mpu
LOMY B HALlI€HTIB, XBOPHX Ha X-34YeIJICHUH pEleCUBHUI iXTio3 BiH OyB
CYTTEBO HIDKYMI, HDK B XBOpPHX Ha ixTio3 3BuyaiHuid (59,1+£18,9 Ta
70,4+21,6 BinnoBigHO). BikoBUX 0COOMMBOCTEIl BIJIMBY 3aXBOPIOBAHHS Ha
SIKICTh JKUTTS. BUABICHO He Oyno. LI maHi BiAMOBIZAarOTH pe3yibTaTaM
nociimpkens A, Ganemo ta iH., a Takox 1. [Ipetipyc Ta in. [6, 7].

VY 3B’3Ky 3 THM, MO 3aralbHUd 0ajx 3a LUM CHeNiali30oBaHUM
ONUTYBAJIbHUKOM € KyMYJSITHBHHM, HOTO pe3yibTaTh MaloTh BigOMBAaTH
CTYIiHb TSDKKOCTI xBopoOu. IlamientiB Oyino nudepermiioBano 3a
po3MipaMH 1 TOIIMPEHICTIO JTYCOYOK, IHTCHCHBHICTIO SPUTEMH, CBEPOOKY,
mKipHOTOo OO0 Tomro. IlokazaHo, MmO MaIlieHTH 3 TSHKKOIO (opmoro
XBOpOOW HaOHpanu MeHIIe OajiB, Hi)K MAlliEHTH 3 CEPEIHBOIO Ta JIETKOIO
(61,2+17,6 ta 72,0+22,8 BiAmoBiIHO).

[MopiBHSIHHA pe3yJbTaTiB ONMUTYBaHHS 3a onuTyBajgbHUKOM |QOL-32 3
pe3yibTataMH JOCIHIDKeHHS 32 MIDKHApOJAHUM ONHUTyBalbHUKOM SF-36
MOKa3ano, IO 332 OCTaHHIM BOHM KOPEJIIOBAIHM 31 CTYNEHEM TSKKOCTI

XBOPOOH IJIHIIE 33 MIKAJIOK IICHXIYHOTO 3/I0POB’S (35,8i 5,6), Tomi SAK 3a
LIKaJI010 (Pi3UYHOrO CTaHy BOHHM HAOIMKAIHCS 10 TAKUX Y 3JJOPOBHX JIFOJIEH
(44,0+8,0).

BucnoBku. Buxopucranus crienianizoBaHoro onuryBainbHuka 1QoL-32
JI03BOJISIE HE JIMIIE BHMBYMTH SKICTh JXKMTTS NAI€HTIB 3 1XTio3oM, a i
BCTaHOBUTH CTYHiHb TSDKKOCTI XBOPOOHW, IO MOXe OYTH MiACTaBOIO IS
PO3POOKH CXeMH JIiKyBaHHsI 3aXBOPIOBaHHSI.
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HCCJIEJOBAHUE KAYECTBA KU3HU IAIMEHTOB C
HNXTHO30M

Pomenrox JI.B.

HccnenoBanne xadecTBa HM3HU MAIMEHTOB C MXTHO30M IT0Ka3aJo0, YTO
cpemHui 6at 1Mo CreruaIn3upPOBAaHHOMY ONIPOCHUKY ISt OLIEHKH KadecTBa
KU3HU O0JBbHBIX uXTHO30M [Qo0L-32 y mammeHToB ¢ X-CIEIUIEHHBIM
PEIECCUBHBIM HMXTHO30M OBUI CYIIECTBEHHO HI)KE, 4YeM Yy OOJIBHBIX
HXTHO30M OOBIKHOBEHHBIM. IlalMeHTBI ¢ TsDKeIod (opmoit Oose3Hn
HaOupaay MeHblIe 0aioB, YeM MAIMEeHTHI CO CpeaHel W yerkoi. JlaHHbIi
ONIPOCHUK SIBIISIETCs Oojiee BalMAHBIM ST OONBHBIX HXTHO30M, YEM
MEXAYHApOIHBIN ONMPOCHHK MO KadecTBYy XM3HM SF-36 M MoxeT OBITh
UCIIONIB30BaH IS pa3pabOTKK CXEMBI JIeUeHUsI 3a00JIeBaHusI.

KiroueBble ciioBa: MXTHO3 ByJIbrapHbId, X-CIEIUICHHBIH pElleCCHBHBIN
NXTHO3, KAYECTBO KU3HH
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STUDY OF QUALITY OF LIFE OF PATIENTS WITH
ICHTHYOSIS

Roshcheniuk L.V.

A study of quality of life of patients with ichthyosis demonstrated that
the average score on the specialized questionnaire to assess the quality of
life of patients with ichthyosis 1QoL-32 in patients with X-linked recessive
ichthyosis was significantly lower than in patients with ichthyosis vulgaris.
Patients with severe disease had lower scores than patients with moderate
and mild disease. This questionnaire is more valid for patients with
ichthyosis than the international quality of life questionnaire SF-36 and
might be used for further therapeutic solutions.

Key words: ichthyosis vulgaris, X-linked recessive ichthyosis, quality of
life
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