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Kniouosi cnosa: X-34eriieHHU PETICCUBHUM 1XTi03, TOMIUPEHICTh

AKTYyaJIbHiCTh JocaimkeHHs. He3Baxarounm Ha mporpec y BHBUYEHHI
MaTOTeHe3y 1XTio3y, 1€ 3aXBOPIOBAHHS JIMIIAETHCS OJHWAM 3 HaWOiIBII
MOIINPEHUM TeHoaepMaro3iB y cBiti [1]. UwucenbHicTh mHamieHTtiB 3 X-
3yemieHnM perecuBHUM ixTiozom (Q 80.1, OMIM 308100)y Ginbmiocti
PETiOHIB CBITY € MEHIIOI0, HiXK 3 iXTi0O30M 3BHYAalHUM, MpoTe y Mekcui
CIIOCTEPIiraeThCsi 3BOPOTHA cHUTyallis [2]. X-34eruieHuit peecuBHUI iXTi03
3a3BUYail 3yCTPIYAETHCS JIMIIE B YOJIOBIKIB, HOTO MOIIMPEHICTh Y CBITI
ouinweTses sk 1:2000-1:3000 [3].

s ¢opma ixTio3y CHOpUYMHEHA MYTAIisIMH y TEHI CTEpOiqHOI
cynedarazu (STS), posramoBanomy y jokyci Xp22.31,1a MikpoaeieLisiMu
y i ginsHOl  X-xpomocomu [3-5]. BkasaHi 3MiHH CHPHYHMHIOIOTH
MiIBUIIICHHS BMICTY CTEPOIMHUX CyNb(}aTIB emiaepMicy, siKe, y CBOIO 4epry,
3YMOBIJTIOE TIOPYIICHHS MIPOIIECIB IECKBaMallii 3pOTOBITMX KEPATHHOLIMTIB Ta
rinepkeparo3 [5]. KiiHi4HO 3aXBOPIOBaHHS NPOSIBISETHCS BXKE 3 MEPIIAX
TWKHIB JKATTS Yy BUTIAOI JOCTaTHRO BEIWKHX JIyCOK, IO IIiJIHHO
NPWISATalTh /0 IIKIpH # 3rofoM HaOyBalOTh TEMHOTro KOJIbOpy. BoHu
JIOKQJTi30BaHi Ha 3aJHIA MOBEPXHI IIWI, 30BHINIHIA MMOBEPXHiI MEPEnIlIidb,
JIKTHOBUX Ta MiJKOJIHHUX sIMKaX, TynyOi. Y 3Ha4yHOI KiJBKOCTI XBOPHX
CIOCTEPIraeThCsi MOMYTHIHHS POTIBKH, a TAKOXK KpUITOpxi3m [3, 4].

He nuBnsumch Ha Te, IO PI3HOMAHITHICTH (QOPM iXTiO3y, TSDKKHUH
nepeOir 0aratbOX 3 HHX, CHCTEMHHI XapakTep YpaXXeHb, CKIAIHICTbH
JIarHOCTUKM Ta JIKYyBaHHSA, a TaKOX HU3bKa €(EKTHBHICTH OCTaHHBOTO
3YMOBIIIOIOTh HEOOXiIHICTh ITOJANBIIOTO BHBYEHHS IIHOTO 3aXBOPIOBAHHS,
BiJIOMOCTI OO eImifieMiooTii X-349eTIeHOro iXTio3y B YKpaiHi oOMexeHi.
VYV 3B’S3Ky 3 MM MeTOI0 Hamoi poOOTH Oyja OIiHKa MOIMIMPEHOCTI i€l
(dhopmu ixTio3y y XapKiBChbKil 001acTi.

Marepianu i wmerogu. 30ip Ta aHami3 KIIHIKO-TeHEAJOTIYHOT
iH(popMaIlii MPOBOIMIMCS METOIOM OJMHHYHOI peecTpamii mpobaHma Ha
6a31 O0JacHOTO KIIIHIYHOTO IIKipHO-BEHEpoJIoTiuHOro aucnancepy Nel Tta
IIKIPHO-BEHEPOJIOTIYHMX JHUcNaHcepiB XapkiBcbkoi obOmacti. JliarHo3 Ta
¢dopma aepMaTo3y BCTAHOBJIICHI Ha OCHOBI aHANi3y KIIiHIKO-TCHEAJOTT4HUX
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JAaHUX Ta PEe3yJbTATIB JAOOPATOPHUX NOCIIKEHb BiamoBiaHo 10 MKX-10:
X-3uemnenunit ixTioz (Q 80.1).IIpoaHanizoBaHO KiJBKiCTH XBOPHX Ha II€
3axBoproBaHHs y 19 paiioHax XapkiBcbkoi oOmacti. Po3paxoByBamucs
MMOKa3HUKH TOIMIMPEHOCTI iXTio3y. CTaTHCTHYHHWI aHai i3 TPOBOAWIH 3a
JOTIOMOTOF0 KpuTepito ¥ [6].

PesyabTaTh A0caimkeHb. Y XapKiBChKii 00acTi BUSBICHO 82 XBOPHX
Ha X-3ueruieHui ixTio3, 3 HHX 82 uwonosiku (100%). [Tommpenicts X-
3UEIICHOr0 PELECHBHOrO ixTiody craomma 1,5-10% womosikis, mio
MOCTYHAETHCS 1IbOMY NMOKa3HMKY B I3paini Ta mo €spomi y 5,1 ta 2,8 pasu
BiJINIOBIJTHO, MPOTE mMepeBHIlye #oro y PocroBebkiit obmacti Pocilichkol
Depepatii Ta y binopyci y 2,3ta 13,5pasis Bignosigxo [1, 7-9].

Haiinmwxkya mommupeHicTb X-34eIUIEHOTro iXTio3y Oyiia BCTAHOBJIGHA Y
Kpacuorpancekomy paifoni — 4,7-10° donosikiB, a HaiiBuma — y
JlBopiuancekomy — 4,9-10* wonosikie. Lli BimMiHHOCTI MOKYTH OyTH
3YMOBJICHI SIK PO3MOIUICHICTIO TOMYJIAIINH, TaK 1 IXHIMA OCOOJHMBOCTSMH,
30kpema y Kamidopwii mommupenicts i€l Gpopmu ixtio3y O0yma y 1,46 pasu
Ginbla cepen asiaris, Hixk cepen 6inoro Hacenenns [10].

VY TpboX paiioHax 00JIacTi HaTernep He 3apeeCTPOBAHO YKOIHOTO MAIli€HTa
3 X-34eIJICHUM PELECHBHUM iXTio30M, mpote skumo y KerndiBcbkomy Ta
[TepBoMaiickkoMy palioHaX HaLi€HTIB 1 paHille Ha JUCHAHCEPHOMY OOJIIKY
He cTosuIo, TO y bisHiokiBckkoMy paiioni y 2008p. — crosun.

[Mporsirom pecsiTh pPOKIB [Eil TMOKa3HUK CTATHCTHYHO 3HAYYIIC
IIBUILMBCS Yy ceMU palioHax o0acTi, a 3HU3MBCS — Yy JIBOX. Bu3HaueHa
JMHaMIKa MOMIMPEHOCTI X-3YeIyIeHoro ixTiody Moryia OyTH MOB si3aHa 3
TreHeTHKO-AeMorpaiuHuMU  TporiecaMl B YKPAiHCBKHX — TIOIYJISAIISX,
3MIHOIO TIIXOJIB JI0 OXOPOHHW 3JI0OPOB’ Sl HACEJICHHS Ta JWCIIaHCepH3allii, a
TAKOX MTOKPAIICHHSIM METO/IIB IIarHOCTHKHU IIOTO 3aXBOPIOBAHHSI.

BucnoBku. IlommpeHicTh X-34€IJICHOTO PEIECHBHOTO iXTiO3y Y
XapkiBChKiit 001acTi CKiIagae 1,810%
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PACIIPOCTPAHEHHOCTDb X-CHEIIVIEHHOT O
PELHECCUBHOTI'O UXTHO3A B XAPBKOBCKOM OBJIACTH

@eooma A.M., Powenwx JI.B., Pwiowcxo IIII., Boponyos B.M.,
Caoosnuuenxo K0.A., Mosuan H.B.

PacnpocTpaneHHOCTh ~ X-CICIUIGHHOTO  PEIECCHBHOTO HUXTHO3a B
XapbkoBckoit o6macti cocrauna 1,510% Myxumm. ITOT mHOKasaTenb
caMmblil BBICOKMH cpemu kutenell JIBypedanckoro paiioma — 4,910%
MYXYHH, a caMblii HU3KUWA — cpeau HaceneHusi KpacHorpazackoro paiioHa
— 4,710°.

KiroueBnie CJI0Ba: X-CIeIUIEHHBII peleCcCUBHBIN HUXTHO3,
pacrpocTpaHeHHOCTh

X-LINKED RECESSIVE ICHTHYOSIS PREVALENCE STUDY
IN KHARKIV REGION

Fedota O.M., Roshcheniuk L.V., Ryzhko P.P., Vorontsov V.M.,
Sadovnychenko 1.A., Movchan N.V.

The X-linked recessive ichthyosis prevalence in Kharkiv region
estimates about 1. B)* males. This rate is the greatest in Dvorichna district
(4,910* males) and the least in Krasnohrad district- (417 males).

Key words: X-linked recessive ichthyosis, prevalence
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IMYHOITATOT'EHE3 EK3EMMU.
Domina JI.B.
Xapxiecokuii Hayionanonuti Meouunuti Ynieepcumem

Kniouosi cnosa. exzeMato3Huii mporiec, iMyHHa peakilis, iHTepIeHKiHY,
IMYHOTJIOOYITiHH,

[kipa € He nHie MINIEHHIO YPAXKEHHS, ale 1 aKTHBHUM YYaCHHKOM
PO3BUTKY 0araThOX THMIB IMYHOJOTIYHHMX 3amalbHUX 3aXBOPIOBAHb.
Eningepmic - opran iMyHiTeTY, a JepMa- [DKEPENIO KIITHHHUX KOMIOHEHTIB,
SKi MOXYTh TpaTH aKTHBHY pOJb B yCIX THMAX ajepridHuX peaxilii.
Hanpukian, B aepmi € NOPHCYTHIMH OTPSIHI KJIITHHH, SKI YyTIHBI 0
(bapMaKoJIOTiYHMX IpenapariB, B TOM K€ 4Yac DHIOTENAlbHI KJIITHHH
MOXYTh CHHTE3YBAaTH IpO3aNaibHi MOJIEKYJIM 1 BiAMOBigaTH 3a IEBHI
CTUMYJIH.

Anresis 3a0e3neuye 3B'I3yBaHHS PI3HUX KJIITHH 3 CYJAWHHOIO CTIHKOIO i
TaKUM YHHOM CIIPHUSIE PO3BUTKY IMYHHOTO YPaKEHHS.

Mera IOCHIIKEHHS: JOCHIIUTH IMYHOJIOTIUHI aClIEKTH B €THOJIOTIT Ta
NIaTOreHE31 EK3EMH.

[kipa, Oyayud TOCEPETHUKOM MiK 3OBHIIIHIM CEPEIOBHIIEM i
OpraHi3MoM, 3axHINA€ JIOAUHY Bin wikigmuBux aiit moekimmst. i ¢yHkmil
BOHA BHKOHYE 32 PaXyHOK CBOIX Oionoriunux Biactusocreii [3,6,7].

[Ikipy po3risaaoTh SK OpraH iMyHITETY, MEPIIUM HIO B3aEMOJIE 3
HECIPUATIMBUMHU areHTaMu JOBKiUIs. IMyHHa cucTtema 1 mikipa €
KOMITIOHEHTAMH  aHTHTCHHO-CTPYKTYPHOTO TOMEOCTa3y, M0 BKIIOYAE
TEHETHYHI TIPOTpPamMu, IO YIPABISIOTh, CHCTEMH JIMQOITHUX OpTaHiB,
MIKPOLIMPKYJIAL{I, CHOJIYYHOI TKAHWHH, KOHTPOJIO 1 3aXMCTy IHOCTIHHOCTI
AHTUTE€HHOI  CTPYKTYpH  BHYTpimHbOro  cepemosuma (  Oap'epw,
HecrenuGiuni YMHHUKH ~ 3aXMCTy, CrHenudiuauil IMyHHMH  3aXHCT,
3aIiajJeHHs).

VY aHTHIeHHO-CTPYKTYPHOMY TOMEOCTa3i MIKIpi HAJICIKUTh BAXKJINBA POJIb
SIK OpraHy BUKOHY€E 3aXHCHY POJib, BKIIOUAI0UM QYHKIIT iIMyHOT€HE3Y.

VY wKipi € NpUCYyTHIMHU yCi TUMH IMyHOKOMIETCHTHUX KIITHH, 3AaTHUX
peanizyBaTd yBeCh CIICKTP IMYHOJOTIYHHMX PEakiiid, [0 3HAYHOK MipOIo
Bu3Hauae (OpPMyBaHHS IMYHOKOMIICTEHTHOCTI MIKIpH B HOPMAbHHUX
ymogax [10,26,48].

IMyHHA peakilist Ipy eK3eMi 1 eK3eMOTI000HIX MpoIiecax € IEPBUHHOIO i
BU3HAYAIBHOIO. BHUpaXkeHICTh €K3eMaTO3HOI alepriyHol peakiii 3aIeKuTh
Bil MipHM CIaaKOBOTO Haxwiy, (YHKIIOHAILHUX TMOPYIICHbh HEPBOBOT
CHCTEMH, TPUBAJICTh ICHYBaHHS 1 CHJIM Iii Ha IUKIPY SHIO- i €K30I€HHHX
JIO3BOJIAIOUNX YHHHHUKIB y HOpPMI JOCHTH TPUBAJIOTO aHUTHTCHHOTO BILIUBY
[6,7,9,10].

HasBHicTh y XBOpHX €K3eMOIO IMyHOZeiLUTYy MO KIITHHHOMY,
ryMOpAaIbHOMY i (haronutapHOMYy JIaHKaM cripusie (POPMYBAHHIO OCEPEIKIB
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