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y M’130Bil TKaHWHI crnocTtepiraetbes npu ekcnpecii reHotuny CC CAPN316, oCKiAbKK
3MiHA MOAEKYASPHOI CTPYKTYPU KaAbnaiHy NPU3BOAUTb AO 30iAbLLEHHA WMOr0 aKTUB-
HocTi (Gill et al., 2009), a Takox npu ekcnpecii reHotuny CC CAST282, wo obymo-
BAKOE POPMYyBaHHSA HEDYHKLIOHAABHOI MOAEKYAU KaAbMacTaTtuHy, HE3AATHOIO HAAEXHO
obmexyBaTM BKTMBHICTb KaAbMaiHy MNpW AOCTATHIM KOHLUEHTPALl iOHIB KaAbLitO
(Schenkel et al., 2006). Y HaloMy AOCAIAXKEHHI AMHAMiKa Macu TiAa TBApWUH 3 Pi3HU-
MW reHoTMNaMM Yy Bili A0 ABOX POKIB XapakrepuayBanacsi MOAIODHUMMK TEHAEHLIAMMU,
OCKIAbKM MPOLECKU POCTY i PO3BUTKY MOAOAOIO BiKy 3HAXOAATLCA MiA KOHTPOAEM iHLLINX
reHis. Edekt anenent C kanbnaiHy i KanbnactaTMHy nposiBMBCA B BiAbLL Ni3HbOMY Billj,
KOAM 30iAbLUEHHA MacK TiAa TBAPUH BianbyBa€eTbCA NepeBaXHO 3a PaxyHOK 30iAbLUEHHS
M’A30BOI i XMPOBOI TKAHWH, i BIAMIHHOCTI AO M'ATUPIYHONO BiKY MiX TBapuHaMU
3 pisHUMuK reHotunamm pocaran 50 - 100 kr, abo 10 - 20% macwu Tina.

Edekr noAiMmoOpdHMX BapiaHTIiB reHiB KaAbnalH-kaAbnaCcTaTUHOBOI CUCTEMM
Y KOPiB  MOAOYHOIO HamnpAMKY CMNoCTepIiraeTbCA BIAHOCHO MOKA3HWUKIB MAIAHOCTI,
a came 3AI6HOCTI A0 OBYASALiT NiICAA OTEAEHHS Ta iHTepBaAy Mix oTeneHHs MU (Garcia et
al., 2006; Collis et al., 2012). Areni C, WO accoujifnoBaHi, 3riAHO LIbOro AOCAIAXKEHHS,
3 6iAbLLOKD Macot TBapWH, MakoTb CAAOKO BUPAXEHW HeratTuBHUM BNAMB Ha Ui No-
Ka3HUKM.

NOCAIAKEHHA TEHIB  KaAbNaiH-KaAbMaCTaTMHOBOI CUCTEMM HA MOAEAbHUX
06’€eKTax AOMOMOXE YTOYHWUTU MeEXaHi3MK BIiKOBUX 3MiH M’'A30BOI TKAHUHM, @ TaKOX
OUHUTU BNAMB NMOAIMOPOHUMX BapiaHTiB 3a3HAYEHUX FEHIB Ha MPOLLECHU POCTY | PO3BUT-
Ky OpraHi3my.
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HA MPUKAAAI IXTIO3Y Y XAPKIBCbKIN OBAACTI
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2XapKiBCbKMI HaLliOHAAbHUA MEAWUYHUI YHIBEPCUTET
3K303 «KpacHorpaacbka LIEHTpaAbHa ParloOHHA AiKapHS»
306AaCHUIN KAIHIYHUWI LKIPHO-BEHEPOAOTiIYHMI pncnaHcep Nel
HaykoBuit kepiBHuk: ®epota O. M., A. 6. H., Npood.

BusaBAeHHs reorpadivyHol NpuUypoyYeHOCTi PIAKICHUX 3axBOpPIOBaHb MaE€ CYTTEBE
3HAYEHHA AAS TEHETMYHOINO MOHITOPUHTY Ta FTEHETUYHOIrO MPOrHO3YBaHHA AAS OKPEMMUX
POAMH (AMHaAMKKa NOMYASUMOHHbBIX FeHOPOHAOB..., 2004; MmHTep E. K., 3nHueHko P. A,
2006). Y AKOCTi «CTOPOXOBUX» UM «iHAMKATOPHUX» GEHOTUNIB ByAO 3anponoHOBAHO
BUKOPUCTOBYBATU MOHOIEHHI Aoepmatosun (Gepota A. M., 2012).

OAHUM 3 HAWMNOLWMPEHILLUX MOHOTEHHUX AEPMATO3IB AFOAUHU € IXTIO3, LLO ABASE
cOB0K KAIHIYHO Ta FEHETUMYHO TreTeporeHHy rpyny MopyLeHb NPOLECIB 3POroBiHHS
eniaepmicy. binbLLICTb BUNAAKIB iXTiO3y y CBIiTi NpUnNapae Ha ixTio3 NpocTui, abo BYAb-
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rapHui, (Q 80.0, OMIM 146700), wo ycnapAKoBYETbCA 3a ayTOCOMHO-AOMiIHAHTHUM
TUNOM 3 HEMOBHOK MNEHETPAHTHICTIO, Ta X-3UEMAEHMW PELIECMBHUM  iXTiO3
(Q 80.1, OMIM 308100).

MeToto Hawoi poboTn byra OLiIHKA MOLIMPEHOCTI MOHOrEHHMX AEPMaTO3iB Ha
NPUKAAAI iIXTIO3Y Y XapKiBCbKii 06AACTI.

36ip nepBMHHOI iIHGOPMaLLi Ta BUBYEHHA MEANYHOI AOKYMEHTaLii MPOBOAUAUCS
Ha 6a3i OBAACHOro KAIHIYHOroO LLKiPHO-BEHepPOoAoriYHoro aucnaHcepy Nel. [lpo-
aHaAi30BaHO KiAbKICTb XBOPMX Ha Pi3Hi popmu ixTioly y 27 panoHax XapKiBCbKOI
obhacTi. Po3paxoByBaAnCs NOKA3HWKKU MOLLUMPEHOCTI iXTio3y. BU3HaAUEHHA TMNy ycnaa-
KyBaHHS1 3aXBOPIOBAHHA NMPOBOAMAOCS Ha MIACTaBI KAIHIYHWUX, reHeanoriyHux, Aabopa-
TOPHUX i AiTepaTypHux (OMIM) paHux. CTaTUCTUUHMIA @aHaAi3 MPOBOAUAKN 3@ AONOMOTrOO
KpUTEPItO X2.

MowunpeHictb ixTiody y XapkiBcbkin obaacti y 2015 poui cknana 1:4545,
y 2008 poui BOHa cTaHoBMAA B cepepHbomy 1:2557 (Pepota O0.M., 2012). Len
NOKa3HUK € HUXUYMUM 3a EBPOMNENCBKUN, OCKIAbKM MOLUMPEHICTb iXTiO3y BYAbrapHOro
B AHIAIT cknapae 1:79 (Brown C.J. et al, 2009), a X-3uenAeHOro peuecuBHOro
ixTio3y — koAmBaeTtbcA Bip 1:1539 uonosikiB y ®PH (Craig W.Y. et al.,, 2010) ao
1:5043 y niBpaeHHin Itanii (Ingordo V. et al., 2003).

Y panoHax obaacTti y 2015 poui nowuMpeHicTb ixTiody BapitoBara Bip 1:6667
y BoBuaHcbkomy a0 1:1052 y ABopivyaHcbkomy. Y 2008 poui HanvBuLlEe 3HAYEHHS
LUbOro rnokasHuKa cnocrtepiranocs y KpacHorpaacbKomMy panoHi — 1:121, a HauHUX-
ye — 1:21018 — y BoBuaHCbkoMy.

P030iXXHOCTi Y NMOLLIMPEHOCTI iXTiO3y 3BUYAMHOI0O Y panMoHax XapKiBCbKi obAacTi
MOXYTb MOSICHIOBATUCH BIAMIHHOCTAMM B iHOPACTPYKTypi cybnonyaauin, aka 6e3noce-
PEAHIM YMHOM BMAMBAE Ha PiBEHb iXHbOI rTEHETUYHOI NiAPO3AINEHOCTI, @ TaKOX LUAKO-
HOIO CTPYKTYPOIO.

Taknum 4YMHOM, aHaAi3 MOLIMPEHHOCTI MOHOFEHHUX AEPMAaTOo3iB Ha MPUKAAAI
IXTIO3y AO3BOASIE POpMyBaTU FPYNU FEHETUYHOrO PU3UKY Ta MPOBOAUTU BIANOBIAHY
PoHOTY 3 NPOPINAKTUKM CNAAKOBOI NATOAOTII.

Pestome:

Llenb nccnepoBaHUA: OLEHKa pacnpoCTPaHEHHOCTU MOHOIEHHbIX A€PMAaTO30B
Ha NPMMepEe NMXTMO3a B XapbKOBCKOW 0OAACTH.

Matepuanbl U1 meToabl. COop nepBUUHOM MHPOPMALIMM U U3YYEHUE MEAULIMH-
CKOM AOKYMEHTauMM MPOBOAMAMCH Ha 6a3e 00OAaCTHOrO KAMHWYECKOTO KOXHO-
BeHepoAornyeckoro aucrnaHcepa Nel. MNpoaHaAM3MpoBaHbl KOAMUYECTBO OOAbHbIX pas-
AMYHBIMU dOpMaMK MXTMO3a B 27 panioHax XapbKOBCKOM 06AaCTU. PaccuuTbiBaAMCb
nokasaTeAr pacrnpoCTPaHEHHOCTN MXTMo3a. OnpeaeneHne TUNna HacAepOBaHUA 3abone-
BaHWA MPOBOAMAOCH HA OCHOBAHWUWU KAMHUYECKMX, FE€HEaAOrM4yeckux, AabopaTopHbIX
n amtepatypHbix (OMIM) paHHbIX. CTaTUCTUUYECKUI aHAAU3, CPABHUTEAbHbIM aHAAU3 Mo-
Ka3aTener pacnpoCcTPaHEHHOCTU UXTUO3a NPOBOAMAK C MOMOLLLIO KpUTEPUS X2.

Pe3yAbTaThl MCCAEAOBaAHUA U KX 06CYXAeHMe. PacnpocTpaHeHHOCTb MXTMO3a
B XapbkoBCcKon obaactn B 2015 roay coctaBuaa 1:4545, B 2008 roay oHa CcOCTaBAS-
Aa B cpepHeM 1:2557. 3ToT nokas3aTeAb HUXE CpeAHeeBpPonencKkoro. B parioHax 06-
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Aactu B 2015 roay pacnpoCcTpaHEHHOCTb UXTMO3a BapbupoBaAa oT 1:6667 B BoAuaH-
ckom a0 1:1052 B ABypeuaHckoM. B 2008 roay camoe BbICOKOE 3HauyeHue 3Toro no-
kasatens Habaopanocb B KpacHorpaackom panoHe — 1:121, a camoe Hu3koe —
1:21018 — B BoauaHckoM. Pa3anuma B pacnpoCTPaHEHHOCTU UXTMO3a OObIYHOIO
B paloHax XapbKOBCKOW 0OAACTM MOTYT 0ObACHATLCA Pa3AUUUSaMU B MHOPACTPYKType
cybnonyasiumMn, Kotopasi HENOCPEACTBEHHbIM 00pa3oM BAUSET HA YPOBEHb MX FrEHETH-
YeCKOoW NoAPa3AEAEHHOCTH, a Takxke BpayHOM CTPYKTYPOM.

BbiBOAbI. AHAAM3 pPacnpPOCTPaHEHHOCTU MOHOMEHHbIX AEPMAaTO30B Ha nNpumepe
NUXTMO3a NO3BOAAET GOPMUPOBATL FPYNMbl FEHETUYECKOIO PUCKA U NMPOBOAUTb COOT-
BETCTBYIOLLYIO paboTy Mo NPOOUAAKTUKE HACAEACTBEHHOW NATOAOTUM.

KAloYeBbIE CAOBA: MXTMO3 BYAbrapHbIK, X-CLEMNAEHHbIW UXTUO3, PACNPOCTPAHEH-
HOCTb

Summary:

Purpose of the study: to estimate the prevalence of monogenic dermatoses on
the example of ichthyosis in Kharkiv region.

Materials and methods. The collection of primary data and study the medical
records were held at the Regional Clinical Dispensary for Skin and Venereal Diseas-
es Nel. Number of patients with various forms of ichthyosis in 27 districts of Kharkiv
region was analyzed. Prevalence of ichthyosis was calculated. The type of inher-
itance of the disease was determined on the basis of clinical, genealogical, laborato-
ry and literature (OMIM) data. Statistical and comparative analysis of ichthyosis
prevalence were performed using x2 criterion.

Results and discussion. The ichthyosis prevalence in Kharkiv region was
1:4545 in 2015 and 1:2557 in 2008. It is less than the European average incidence
rate. In 2015 in the districts of Kharkiv region the ichthyosis prevalence ranged from
1:6667 in Vovchansk to 1:1052 in Dvorichna. In 2008, the prevalence was greatest
in Krasnograd district (1:121), and the least — in Vovchansk district (1:21, 018). The
differences in the prevalence of ichthyosis in districts of Kharkiv region can be ex-
plained by differences in subpopulations infrastructure that directly affect the level
of their genetic subdivision, and mating structure.

Conclusions. Analysis of prevalence of monogenic dermatoses on the example
of ichthyosis lets to form the groups of genetic risk and carry out relevant work on
prevention of hereditary diseases.
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