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JOCIIIZKEHHSA INTIOIMUPEHOCTI PI3BHUX ®OPM IXTIO3Y
B XAPKIBCBKII OBJACTI

IxTio3 siBisIE COOOI0 T€HETWYHO Ta KIIIHIYHO reTe-
POTEHHY TpyIy MOPYIICHb MPOIECIB 3POTOBIHHS
emigepmicy. Moro moumpenicts Mae reorpadiumi
BiamiaHOCTI. Mema. OTiHKa TOMTUPEHOCTI 1XTi03y
y XapkiBcbkiii obnacti. Memoou. 30ip Ta aHami3
KJTIHIKO-T€HEeaIoT19HOi  iH(QopMaIlii TpOBOIMIIHCS
METOJOM OJWHUYHOI peecTparrii mpobanaa Ha 0asi
O6nacHOro KIHIYHOTO IIKiPHO-BEHEPOJIOTTYHOI'O
mucnancepy Nel Ta mIKipHO-BEHEPOJIOTIYHHUX JHC-
naHcepiB XapkiBcekoi obmacti y 2017 pori. Pe-
synbmamu. IlomupeHicTh ixTio3y B XapKiBChKOI
obmacti y 2017 powi cranoBmia 2,5:107*. 'V paiio-
HaxX 06J1acTi 1ell MOKA3HUK BapiioBaB Bix 6,7-107° y
Kpacrorpaacekomy 10 1,0-10° y JlBopiuancekomy.
Haiiamkuoro mommpenicTe iXxTiozy Oyna cepen Ha-
cenleHHs M. BoBuaHcbKa — 1,1-104, a HAWBHIIOIO —
y cMmT. JIBopiuHa — 1,1-10*3. BcraHoBieHo BiaMiH-
HOCTI y MOIIMPEHOCTI 1XTi03y 3BHYAHOTO B 00ac-
Ti y 2008 — 2017 pokax. Bucnoeéxu. BcTtaHoBIeHO
3HWKEHHS TMOLIMPEHOCTI iXTio3y y XapKiBChbKid
obuacri B 1,6 pa3a 3a ocranni 10 pokis. Lle#t moxa-
3HHUK IS 1XTi03Y 3BUYAHOTO TTO0 00JIaCTi 3HU3UBCSI
y 1,9 pa3a 3a neii ke nepiox. MoHOTreHHi JepMaro-
3¢ Ha MPUKIAJI 1XTi03y MOXYTh OyTH BUKOpUCTaHi
SIK 3317151 MOHITOPUHTY TSrapsi ClaJKoBOi MaTOJIOTii
y PETioHi, TaK 1 3a/U11 PO3B’sA3aHHS MPoOJeM 3ara-
JHHOT ¥ 0COOMCTOI TeHETUYHOT Oe31eKH HACEIICHHS.
Kniouogi cnosa: ixtio3 BynbrapHuid, X-34erjiceHUH
1XTi03, OLIUPEHICTh.

BuBueHHst eTHIYHOI Ta reorpadidHoi mpuy-
POYECHOCTI MOHOTEHHUX 3aXBOPIOBAHb € BAXKIUBUM
B aCMEKTi T€HETHUYHOr0 MOHITOPHHIY Ta I'€HEeTHY-
HOTO MPOTHO3YBaHHs Ui okpemux poxaud [1]. Ox-
HUM 13 HanpsIMKiB JAOCIiIKEHHSI TCHETHYHO1 CTPYK-
TYpH TOIMYJSLIH € BUBYCHHS MOIIUPEHOCTI y HUX
MOHOTEHHUX CHaJIKOBHX 3aXBOPIOBaHb, OCKIUIBKU

MOPIBHSAHHS IIUX MOKA3HUKIB Y PI3HUX MOITYJISAIIAX
Ta €THIYHHX TpyMax, a TaKOX TOPIiBHAHHS iX poO3-
MOAUTY 32 BIKOM Ta CTaTTIO A€ MOXKJIUBOCTI BH-
SIBUTH T€HETHYH] BIIHOCHHU MIX Pi3HHMH MOIYJIs-
[isIMA Ta €THOCAMH, BCTAHOBUTH 3B’S130K (pakTOpiB
MOMYJIAIIHHOT THHAMIKH, OCOOJMBO BEIWYWH iH-
OpuauHry ta apeidy reuis [1].

Jlo HaifOiIbII PO3MOBCIOKEHUX CIIAaIKOBUX
3aXBOPIOBAHb JIIOMWHHA HAJICKHTh iXTi03, JOCIIi-
JOKEHHSI TIOIUPEHOCT] SIKOTO B YKPATHCHKHX IOIY-
JSUIAX AajJ0 MOKJIMBICTH 3alpONOHYBaTH HOTO Y
SIKOCT1 «CTOPOYKOBOTO» YN «IHIUKATOPHOTO» (PeHO-
tuny [2].

IxTio3 siBisie COOOI0 TEHETUYHO Ta KIIIHIYHO
reTepOreHHy IpyIly HOPYyILEHb MPOILECiB 3pOroBiH-
HS emizepmicy, ki € qoope audepeHIiiioBaHuMy i
PO3PI3HSAIOTHCS 32 MOIIUPEHICTIO. [XTi03 MOoke OyTH
HECHHAPOMAJIBHUM, JIMIIE 31 MKIPHUMH MOPYIICH-
HSIMH, T4 CHHIPOMAITLHUM, KOJIM BiH € JIUIIE OJHUM
i3 yucnennux cumnromiB [3]. 3rimao 3 MKX-10,
PO3PI3HSIOTh YOTHPH HECHHIPOMAIBHI OPMH 1XTi-
03y: 3arajgpHy (iXTio3 ByJbrapHui, X-3uerureHui
PELECUBHHHN 1XTi03), ayTOCOMHO-PELIECHUBHUI YpPO-
JOKEHUH 1XTi03 Ta KepaTHHOMATHYHI 1XTiO3H.

Ixtio3 mpoctuii, abo Bymerapuuit (Q 80.0,
OMIM 146700) ycnaakoBYeTbCs 3a ayTOCOMHO-
JIOMIHAaHTHUM THIIOM i3 HENOBHOIO TIEHETpPaHTHiC-
TI0. BiH 3yMoOBNeHH MyTalisiMu y TeHi emijiepma-
apHOTO Olnka ¢imarpuny (FLG, OMIM 135940),
o po3ramoBaHuil y jokyci 1q21.3. MaxxopHumu
MyTamlisMd 1poro reHa € RS501X, 2282del4,
3321delA, Q2417X, E2422X, NOMIUPEHICTh SKUX
Mae 3Ha4YHy TeorpadidHy Ta €THIYHY Bapiabelb-
HicTb. MyTanii reHa FLG cripr4MHIOIOTH 3HIKEHHS
BMicTy Oinka mpodinarpuHy B 3€pHUCTOMY IIapi
emizepMicy, 110, y CBOIO Yepry, NPU3BOAUTH IO
MOPYIICHHS MPOIECIB  KepaTHHI3aIll emigepMi-
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cy [4].

MyrTauii y reni crepoianoi cynabdaraszu (STS,
OMIM 300747), y ToMy 4ucii MiKpoaeiewii, po3-
TamoBaHi y Tokyci Xp22.31, COpHIuHIOIOTH X-34e-
miennit penecuBHmii ixtios (Q 80.1, OMIM
308100). ITepBuHHUM edeKTOM IMX MyTaliil € Ha-
KOIMYEHHS B eMiJepMici CTepoimHMX Cyiab(daris,
K€, y CBOI 4Yepry, MPHU3BOIUTH O MOPYIICHHS
MPOLIECIB JIeCKBaMaIlii 3pOTOBUIMX KEPAaTHHOIUTIB
Ta rinmepkeparosy [5]. ITommupenicts X-34emaeHoro
PEIECHBHOIO iXTio3y omiHmeThess y  1:2000—
1:3000 [5].

BonmHodac maHi Mmoo MOIMMHAPEHOCTI iXTiO3y
cepen HaceJeHHs Pi3HUX KpaiH Ta €THOCIB € 0OMe-
XKEHUMH, TOMY METOI0 poOOTH Oyia OLiHKa MOIIH-
PEHOCTI iXTi03y Y XapKiBChKil 00J1aCTi.

Martepianu i meToan

30ip Ta aHaNI3 KIiHIKO-T€HEaJIOTi9HOI iH(O-
pMarii mpoBommacs y 2017 porti METOI0M OJTMHU-
4yHOI peecTpalii npobanaa Ha 6a3i ObmacHOro Kii-
HIYHOTO ITKIPHO-BEHEPOJIOTITHOTO auctaHcepy Nel
Ta MIKIpHO-BEHEPOJIOTIYHUX AWCIIAHCEPiB XapKiB-
cbKoi obnacti. JliarHo3 ta ¢opma nepmaro3y BcTa-
HOBJICHI Ha OCHOBI aHaNI3y KIIHIKO-TEeHEATOTIIHUX
JaHUX Ta pPe3yibTaTiB JabopaTOpHUX TOCIIIKEHBb
BigmoBigno 1o MKX-10: ixTio3 3BHYAMHUNA
(Q 80.0) Ta X-3uerennii ixtio3 (Q 80.1). Ipoana-
JII30BaHO KiTBKICTh XBOPHX HA Pi3HI POPMHU iXTi03y
y 21 paiioni XapkiBcbkoi oOmacTti. PozpaxoByBanu-
Csl TIOKa3HHWKHU IMOMIMPEHOCTi ixTio3y. CraTucTuy-
HUI aHaj i3 MPOBOJWIIM 32 JIOTIOMOTOI0 KPUTEPIiI0

1 [6].

Pe3yabTaTu Ta 00roBOpeHHS

¥ XapkiBcbkiil o0nacti BusBieHo 249 xBo-
pux Ha ixTio3, 3 HuX 78 *xiHok (31,3%) Ta 171 do-
noBikiB (68,7%). TakuMm 4MHOM, MOUIMPEHICTH A0C-
JTKeHUX QopM iXTio3y B pErioHi JOpiBHIOE
2,5-104. OpHak, 32 HAITUMHU TTONIEPEHIME TAHUMH,
y 2008 poui cepen HacenenHs CximHol Ykpainu
BoHa cranomia 3,9-107 [7]. Orxe, MOIIUPEHICTh
ixtio3y 3a ocranHi 10 pokiB 3Hm3MiIaca y 1,6 paza
(p<0,05). Lli BigMiHHOCTI, WMOBIpPHO, 3YMOBJIEHI
CTYIICHEM BHUPaXEHOCTI KIiHIYHUX ()OpM iXTio3y
3Buyaitnoro [4, 7], inhopmaTH3aIi€o CycmiibcTBa
Ta OB ’S3aHUM 13 HUM IMIIBHUINEHHSIM OOI3HAHOCTI
MAIiEHTIB MIOA0 JOTJIANY 32 HIKIPOK, a TAKOX Te-
HETHKO-ZIeMOTrpa(iuHiIMHU IpolecaMu. 30Kpema, y
I3toMcbkOMy paiioHi XapKiBChbKOI 00JIACTi MOIIH-
penicTh ixTio3y 3BHuaitHOro 3mM3mMmacs 3 3,18-107*
y 2008 porti 10 1,48:10 %y 2017 pori.

VY paitfoHax o0iacTi CbOTOMHI MOUIMPEHICTH
ixTio3y saramom Bapiroe Bim 6,7-10° y Kpacror-
pancekomy 0 1,0-10° y JIBopiuancekomy. Hait-
HIDKY1l TIOKa3HWKHW TOIMHAPEHOCTI 000X IOCIipKe-
HUX (opM ixTio3y Oyim BCTaHOBJEHI cepen Hace-
JeHHs1 M. BoBuaHCbka — 1,1-104, a HalBui — y
cMT. JIBOpiuHa — 1,1-10°. 3a mammmun nasuMm, y
2008 pomi [2] HaiiBuIa MOMIMPEHICTH YCiX (Gopm
ixTio3y cnoctepiranacsi y c. XKosrueBe KpacHor-
paJChKOro pailoHy -— 48102 a maiiHmkua —
4,8~10*5 — y M. BoBuanceky. BimMiHHOCTI 32 ITUM
MOKAa3HUKOM MOTJIH OYTH 3yMOBJICHI y TOMi YHCHI 1
PO3BHUTKOM TPaHCHOPTHOI IHPPACTPYKTYpH ParOHIB
obunacri [8].

Haiibinein po3BuHeHa TpaHCHOpTHA iH(ppa-
CTpyKTypa (KiIOMETpaK TOPIr i3 TBEPAUM ITOKPHUT-
TSIM Ha KBaJpaTHHH KIJIOMETp IUIONI) crocTepira-
€Tbcsi came y BoBuanchkomy paiioni — 0,382
KM/KM?, HATOMiCTb y J[BOPI4aHCBKOMY BOHA PO3BH-
HeHa Haitripme — 0,254 km/km%. Tox po36ixKHOCTI y
MOLIMPEHOCTI 1XTio3y y paioHax XapKiBChKil 00-
JIAcTi 3HAYHOIO MIPOI0 MOXYTh OYTH TIOB’s3aHi 3
BIIMIHHOCTSIMH B 1H(GPAcTPyKTypi paioHIB, fAKi
Oe3nocepeIHiM YHHOM BIUIMBAIOTh HA PiBEHb T'€HE-
THUYHOT IiAPO3IiIeHOCTi cyOmomymsiiiit [8].

IxTio3 3BM4aiiHuii OyB BCcTaHOBIeHWH y 167
MaIieHTIiB, 78 3 AKUX JkiHOYO1 cTati (46,7%), a 89 —
yos10Bi401 (53,3%). Tox momupeHicTh iXTio3y 3BU-
yaifHoro y XapkiBcbKiii 00macTi Ha CbOTO/HI CTa-
HOBUTH 1,7-104, IO CTaTUCTUYHO 3HAUYLUE HUKYE
y 1,9 pasa, ik 10 pokis Tomy (p<0,05) (Tabm.).
3HaueHHs [HOTO TMOKa3HWKa y paiioHax XapKiBCh-
Koi o6acTi kommBamocs Bix 3,5:107° y 3omouiBch-
komy 10 7,8:10* y JIBopiuancekomy. BusHauena
MOIUPEHICTh 1XTi03y 3BHYANHOTO 3HAYHO TepeBH-
utye taky y binopyci (6,5:10"°) ta Bocnii it ['epiie-
rosuHi (7,7-10°°), omHaK cyTTEBO MOCTymMAETHCS iid
B Anrmii  (1,25:10%-4,0-107%) (p<0,05) [9-11]. LIi
PO301KHOCTI MOKYTh OYTH TOB’sI3aHi 3 0COOIMBOC-
TAMU TreorpadiyHOi TOMMPEHOCTI MyTaliid TeHa
¢inarpuHy, cTyneHeM iXHbOI MEHETPaHTHOCTI, €T-
HIYHOTO CKJaJy HAaceJIeHHS Ta KIIHIYHUM mepedi-
roM 3axBoproBaHHA. Tak, Bimomo, mo y IliBHiuHI’
€Bpori yactime TpamsroTbess MyTanii R501X ta
2282del4 rena FLG, a y IliBneHniit iX mys MOMoOB-
HIOETHCS 1HIIMMHU MYTAIlisIMU; B a3iaTiB i MyTaii
TPAIUISIOTHCS BKpai piako. Yacroru anenis R501X
Ta 2282del4, a Takox rerepo3urot 3a renom FLG y
MiBHIYHIA MIBKYJi 3HIKYIOTHCS 3 MBHOYI Ha TIiB-
nenb Big [lotmannii go Itamnii, mOpiBHSHHS MMOIIH-
peHOCTI IMX MyTalid TakoX CYTT€BO Bapi-
o€ [4, 12].
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Tabmuust. KipkicTs XBOpHX Ha iXTi03 y paiioHax XapKiBChKO1 00acTi

2008 p. 2017 p.
Paiion IXT{03 § X-3flegﬂeHHﬁ IXTiOS § X-3TI€1'¥J'I€HI/II7I
3BUYAlHUMN, IXTiO3, 3BUYANHMUIA, IXTi03,
x (107) x (107°)* x (107) x (107°)*

Banaximiiicbkuii 35,1 20,3 21,9 28,5
Bau3HIOKIBCHKUI 56,0 10,1 41,7 0,0
BoroayxiBchkuit 415 15,9 56,2 32,7
BankiBcexuii 27,2 6,6 249 26,6
BoBuancekuii 12,1 175 10,7 9,2
JIBopiyaHChKHi 78,7 45,6 78,7 48,6
3MiIBCHKHI 18,9 8,8 8,4 24,2
30JI09iBCBKUIA 3,5 15,1 7,6 8,1
I3roMCBKUMA 31,8 3,0 14,8 13,3
Kernuiscbkuii 13,6 0,0 19,0 0,0
Kpachorpaacbekuit 21,6 47 45 4.9
Kyn’ stHcpkwid 9,4 0,0 6,1 18,9
Jlo3iBChKUit 11,0 4.3 6,3 13,7
HoBoBomona3pkuii 53,2 24,3 36,1 37,7
[TepBomaiichkmii 26,6 0,0 12,7 0,0
[IIeBUEeHKIBCHKHI 32,7 10,2 14,6 20,5

Ipumimka. * — MOKa3HUK PO3PaXOBYBABCS JIMIIE HA OCIO YOIOBIYOI CTATI.

Le sBuIIE MOXEe MaTH agalTUBHUN XapaKkTep
yepe3 301UIbIIEHHS] MPOHUKHOCTI IIKIPH JUIS YJIbT-
padioneToBoro BUMPOMIHIOBaHHS Ta 3YMOBJIIEHOTO
HUM MiABHUIICHHS piBHS BiTaMiHy D y mina3mi kposi,
0COOJIMBO Y KpaiHax 3 HU3bKOIO iHcostieto [4, 13].
Sxmo myTanis 2282del4 y reTepo3uroti Mae OBHY
MIEHETPaHTHICTh, TO B MyTanii R501X BoHa KomH-
Baetbes Big 80% mo 100%, xoua BakKKICTh KJIlHIY-
HOTO mepeldiry ixTiody 3a HUX MyTaliil He OIiHIo-
Banmacs [4]. JochmimkeHHS €THIYHUX BiIMiHHOCTEH
MIOIIMPEHOCTI iXTi03y MoKazaio, mo y Yysammii ce-
PEa aJUTiB MOMIMPEHICTD 1XTi03y cTaHOBUTH 1,0-10~
> Toxi K cepell MapiiiiB — 7,0-107* [1].

ITommpenicte X-34EIUIEHOTO PEIECHBHOTO
ixTiosy y XapkiBchkiit o6macti cranosmia 1,5-107
YOJIOBIKiB, IO HWXYE BiJ 13paibChbKOTO Ta
€BPOTICUCHKOTO TTOKAa3HUKIB (7,7-104 Ta 3,3-104L
5,0-1041 BIJINIOBIJIHO), OJIHAK 3HAYHO BHIIE BiJI I1bO-
ro mokasHuka y PocrtoBcbkiit oOmacti Pociiichkoi
®enepartii (6,4:107°) Ta y Bimopyci (1,1:107°) [9, 11,
14, 15]. V tppox paiionax obiacti HaTenep He 3a-

Hi BiH cTaHOBHUTH 4,7-10° wosIoBIKiB, a y [IBOpiuaH-
CbKOMY — 4,9-10™* yonosikis. Lli BixMiHHOCTI TaKOX
MOXYTh OYTH 3yMOBJICHI SIK 1H)PACTPYKTYPOIO 1O-
MYJSILiN, TaK i €eTHIYHOIO NPUYPOYEHICTIO, 30KpeMa
y KamidopHnii Bona Oyna y 1,46 pasa Ginbmia cepen
asiaTis, Hi)X cepes 6ioro Hacenenus [16].

BucnoBkn

BcraHoBiieHO 3HMKECHHS TOIIMPEHOCTI 1XTi0-
3y y XapkiBcbkiil obmacti Ta mo ii paiioHax y 1,6
pasa 3a ocranHi 10 pokis. Lleit moka3zHUK I iXTio-
3y 3BHYaiHOro mo obmacti 3HM3uBCs y 1,9 pasa 3a
e ke nepion. MOHOTeHHI IepMaTo3u Ha MpUKIa-
Il iIXTI03y MOXXYTh OyTH BHKOPHCTaHI SIK 3a]UIsI MO-
HITOPUHTY TATapsi CHAJKOBOi MATOJIOTil Yy perioHi,
TakK 1 3aJy1s1 po3B’sI3aHHA MIPOOJIEM 3arajibHOi i 0co-
OmcTol reHeTHYHOT Oe3NeKn HaCeTIeHHS.

Jocniooicennst npo8ooUNocst 8 PamMKax HAyKoGo-
oocnionoi pooomu XHY imeni B.H. Kapasina «I enemu-
YHI nepedyMOoBU pPO3BUMKY mMa KOpeKyii cnaokogoi na-
MON02II HA PI3HUX emanax oHmozenesy TOUHY ma mead-

peecTpoBaHO KOIHOIO mamieHra 3 X-34eIUIeHUM gﬁguo(%%i?wU pp). Ne  oeparc.  peccmpayii
periecuBHUM ixTio30oM, y KpacHorpaacskomy paiio- '
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STUDY OF PREVALENCE OF DIFFERENT FORMS OF ICHTHYOSIS IN KHARKIV REGION

Ichthyosis is genetically and clinically heterogenic group of epidermis keratinization disorders. Its prevalence is geo-
graphically different. Aim. The aim of this research was to evaluate ichthyosis prevalence in Kharkiv region. Methods.
The collection of clinical-genealogical history was carried out by the method of single registration of the proband on the
basis of the Regional Clinical Dermatological and Venereological Health Center No. 1 and the Dermatovenerological
Health Centers of the Kharkiv Region in 2017. Results. The ichthyosis prevalence in Kharkiv region was 2.5-10™ in
2017. The ichthyosis prevalence varied from 6.7-10” in Krasnohrad district to 1.0-10° in Dvorichna district. The least
prevalence was in the population of Vovchansk city (1.1-10™) and the highest one was in the population of Dvorichna
city (10.7-10%). The differences between the prevalence of ichthyosis vulgaris in Kharkiv region in 2008-2017 were
established. Conclusions. It was found that the decrease of ichthyosis prevalence in Kharkiv region was 1.6 times dur-
ing last 10 years. This index for ichthyosis vulgaris was decreased 1.9 times at the same period. Monogenic dermatoses,
as an example of ichthyosis, can be used both to monitor the burden of genetic disorders in the region and to solve the
problems of general and personal genetic safety in the population.

Keywords: ichthyosis vulgaris, X-linked recessive ichthyosis, prevalence.
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