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PACIMNMPOCTPAHEHHOCTb BYJIbFAPHOIO UXTUO3A N HACTOTA
MYTALIMI R501X N 2282DEL4 B 'EHE FLG B POCTOBCKOW OBJIACTU
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BynbrapHbin nxtnos (BI) — cepbesHoe noparkeHne KOXHOroO MOoKPOoBa, NepeaatoLLeecy No HaCNeAcTBY 1 akTUBHO 13yya-
toLLeecs cneupancTamm Becero Mvpa. Llenbto paboThl cTana oLeHka pacnpocTpaHeHHocTy BU n vyactoT myTaumin R501X n
2282del4 B reHe FLG y HaceneHust PocToBckom obnactu. [NpoBeageHO reHeTUKO-3NMAEMMUONONMYECKOE NCCNea0BaHME LLn-
POKOro Kpyra MOHOMEHHOW HacnedCTBEHHOW nmaTonornm y HaceneHnsa B 12 paroHax. VI3ydeHa Hactora mytaumin R501X n
2282del4 B reHe FLG y 6onbHbIX B 1 B KOHTPOMBHOW rpynne (3oopoBor nonynsuuy). CyMmMapHast YCIeHHOCTb obcneno-
BaHHbIX cocTaBuna 497 460 4en. BoisiBneHo 230 Ho30morn4eckmnx hopm. PaccuntaHa pacnpocTpaHeHHOCTb Bl B kaxkaom
paroHe 1 No obnacTu B LENOM, MPOBEAEH CPaBHUTENbHbI aHan3 ¢ paHee obcnefoBaHHbIMK nonynaumsmn. CpeaHss pac-
npocTpaHeHHocTb B B obnacTtn coctaBuna 1:5025 1 cOOTBETCTBYET cpedHeMy 3HadeHuio no Poccumn, paBHomMy 1:5151.
OnpepneneHo Hakornenne BW B LienuHckom (1:1942) n Munneposckom panoHax (1:2032). MeTtogom nonnmMepasHon LienHom
peakumm (MLUP) ¢ nocnegytolwmm aHanmaom noavmMopdunamMa 4viH peCTPUKLUMOHHBIX (DparMeHTOB 13yYeHa YacToTa MyTauuii
R501X n 2282del4 B reHe FLG y 60nbHbIX BI (58 naumeHToB) 1 B KOHTPObHOW rpymne (127 300poBbIX HEPOACTBEHHbBIX MH-
ovBnaOoB). Yactota mytaumm 2282del4 B reHe FLG cpean naupeHToB ¢ BW coctasuna 48,28% (COOTBETCTBYET AaHHbIM MO
EBpone), B koHTponbHoM rpynne 1,58%. CpaBHUTENBHbIM aHanM3 YacToTbl MyTaummn 2282deld B reHe FLG B AByx rpynnax
nokasaJ, 4to cpean naumeHToB ¢ Bl yacTtoTta myTaumm (48,28%) 2282del4 B reHe FLG B 30 pa3 npeBbILLAET HaCcTOTy B KOHT-
ponbHon rpynne (1,58%), 4TO KOCBEHHO MOATBEPXOAET MATOreHHoe AerCTBME MyTauum B rpynne 6onsHbix BU. MyTtaums
R501X He BbisiBneHa y 60bHbIX Bl 1 B KOHTpONLHOW rpynne.
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PREVALENCE OF ICHTHYOSIS VULGARIS AND FREQUENCY OF FLG R501X
AND 2282DEL4 MUTATIONS IN THE POPULATION OF THE ROSTOV REGION
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Ichthyosis vulgaris (IV), a serious skin condition that runs in families, is actively studied worldwide. In this work we aimed
to evaluate the prevalence of IV and frequency of two FLG mutations R501X and 2282del4 in the population of the Rostov
region. Our genetic epidemiology study of hereditary monogenic disorders covered a total of 497,460 residents of 12 districts
to identify 230 separate nosological entities. In the course of the analysis, we calculated the prevalence of IV per district and
in the entire region and compared our findings with the results of earlier studies. The average prevalence of IV in the Rostov
region was 1:5,025, which is consistent with the average prevalence of the disease across Russia (1:5,151). Tselinsky and
Millerovsky districts demonstrated the highest prevalence rates (1:1,942 and 1:2,032, respectively). To evaluate the frequency
of two FLG mutations R501X and 2282del4, we assayed the samples of 58 patients with IV and 127 healthy unelated controls
by PCR followed by the restriction fragment length polymorphism analysis. In patients with IV, the frequency of the 2282del4
mutation was 48.28%, which is in line with European figures and also 30 times higher than in the controls (1.58%), suggesting
the pathogenicity of the mutation. The R501X mutation was not identified both in patients with IV and healthy controls.
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BynbrapHbin nxtnos (OMIM #146700, ichthyosis simplex) —
Hambornee pacnpocTpaHeHHas 1 OTHOCUTEBHO Markasa ¢hop-
Ma 13 BCeW rpymnbl HACNEeACTBEHHbIX HECUHAPOMAsbHbBIX NX-
TM030B. KnnHmyeckne cumntomMbl Bl 0ObI4HO MOSIBAAIOTCS Ha
BTOPOM MECSILIE »KU3HM N BKIIKOHAIOT CYXOCTb W LUEyLIEHVE
KOXXW, HANMYMe MeNKoNIacTUHYaTbIX U/nnm oTpy6eBnaHbIX Ye-
LyeK CBET/IO-CEPOro LBETA, HaMbonee BbIPKEHHBIX HA XKN-
BOTe, rpyau 1 pagdrmbaTefibHbIX MOBEPXHOCTAX KOHEYHOCTEN,
hoNVKyNApHBIM KEPAaTO3 1 MMNEPINHENHOCTb KOXKI NTAAOHEN
ncron [1, 2].

3aboneBaHne OOYCMOBAEHO HaMMYMEM MyTaUMin B TFeHe
dunarrpuHa (OMIM *135940, filaggrin (FLG)). Ten FLG noka-
NIM3YETCA B KNacTepe reHOB KOMIMIEKCa anaepMaibHON and-
hepeHUMPOBKN Ha KOPOTKOM mnede 1-11 xpomocomel (1g21) n
COCTOUT 13 TPEX SK30HOB U ABYX UHTPOHOB, 3a CUHTE3 benka
OTBEYAET TPETUN 3K30H [2].

Mo pegdynbrataMm KnacCU4eckoro UCCneqoBaHns, mpoBe-
[EHHOrO B AHIMMK, MOKa3aHo, YTO YacToTa BCeX hOPM NXTUO-
3a coctaengder 1:3665, BynbrapHoro uxtmoda — 1:5300,
X-cuennenHoro — 1:6190 (My>XCKOro HaceneHus), ayTocoM-
HO-peLeccyBHbIX (hopM nxTrosa — 1:300 000. BmecTe ¢ Tem
OTMEYaEeTCH, YTO (PaKTUHecKasd YacToTa 3HAYUTENBbHO BbILIE,
Tak Kak ObINo BbIABAEHO 24 60MbHBIX ayTOCOMHO-AOMUHAHT-
HbIM VXTMO30M 13 6051 LIKOMBbHVKOB M YacTtoTa COOTBET-
CTBEHHO cocTasuna 1:250 [3].

Pegynbrathl MpoBeOeHHbIX B pasHbiX pervioHax EBpo-
nbl AHK-nccnenoBaHnii MO U3yHeHUIO MyTaumin 'y 60MbHbIX
BV nokazann, 4to YactbiMu B reHe FLG ABNSKOTCS MyTaumm
R510X n 2282del4, nx 4acToTta BapbUpyeT MO AaHHBIM Pa3HbIX
aBTopoB oT 30,0% [0 67,3% [4]. [MokasaHO He3HaYUTENbHOE
konebaHne yactot myTaumn R501X 1 2282del4 B reHe FLG B
vpnaHacknx (4,1% n 0,5% COOTBETCTBEHHO), LLIOTNAHACKMX
(2,1% 1 1,2%) n ameprkaHckmx nonynaumnsx (2,4% n 1,1%) [5].
B 10 >xe Bpems npu 06CcneaoBaHnm LLOTIaHACKMX LUKOSIbHNKOB
coobuanocb 0 6onee BbICOKMUX HacToTax myTtaumin R501X n
2282del4 (2,9% n 1,9% cooTBeTCTBEHHO) [6]. [0 pegdynsratam
1ccneqoBaHns, MPOBEAEHHOMO B 3anagHon ABCTPUM, YaCTOTbl
0519 Kaxkaom mytaummn coctaBumn 1,4% [7]. Bo3MOXHO Takast
o bepeHumaumsa obycnosaeHa pasnMyHbIMLA MOAXOdaMU K
BbISIBMIEHNIO 11 06CNEO0BaHNIO MaLEHTOB.

B HOro-BoctouHor A3um  MOEKynspHO-reHeETUHECKOE
obcnenosaHne 6onbHbIX BY mo3sonmno onvcats apyrve my-
Tauum B reHe FLG: 3321delA, S2554X, 441delA, 1249insG,
7945delA, Q2147X, E2422X n R4307X. YHactota myTtaumm
3321delA B reHe FLG coctaBuna 52,31% y 6onbHbix BV n
4% — B KOHTPOJbHOM rpynne 300P0BbIX MHAMBUAOB. MyTauumn,
OMMCaHHbIE B €BPOMENCKNX MOMyNAaumsx, B A3 BCTPEYatoTCS
penko [8]. AnnenbHas reTepOreHHOCTb B PasfivyHbIX MOmMyss-
UMsX ormcaHa ans MHOTMMX HacnefcTBEHHbIX 3abofieBaHuii.

B Poccumn vactota mytaumm 2282deld B reHe FLG B mo-
nynsaUnMOHHON Bbibopke HoBocmnbupcka coctasuna 3,8% [9],
B Pecnybnvke BawkopTocTaH retepo3uroTHbIM1 HOCUTENS-
M1 MyTaumm 2282deld aenanuce 3,86% KOHTPOMBHOM rpymn-
nbl HanemaoB [10]. Ha YkpanHe vactota myTaumin R510X n
2282del4 coctaBuna 2,1% n 1,0% cootseTcTBeHHO [11].

B HacTosilLee BpeMS MPUHATO CHUTATb, YTO BYyNbrapHbIi
MXTVO3 SIBNSETCS 3a60MeBaHNEM C HEMOHbIM AOMUHNPOBAHN-
em [1, 5]. MNokazaHo, YTO NauUWeHTbl UMENN MArkne NPosiBie-
HWST BYSIbrapHOro MXTNO3a NpY reTepo3nroTHOM HOCUTENBLCTBE
OfHOV N3 MyTauui B reHe FLG, B TO BPeEMS Kak FOMO3UIOTHbIE
HocuTenn myTaumn R501X 1 koMnayHA-reTepo3nroTHble HOCK-
Tenu R501X/2282deld nmenu 6onee TsHkenble KIMHUYECKME
CUMNTOMbI 3aboneBanus [5]. P9goM aBTOpOB OTMEYEHO, HTO
Ham4mMe MyTaumin B reHe FLG nMeeT [03a-3aBUCUMbIN -
dekT [6].

Llenbto HacTosiLLEero nccnegoBaHns SBMnach OLeHKa pac-
MPOCTPaHEHHOCTY BY/IbrapHOrO MXT1O3a 1 4aCTOTbl MyTaLiA
R501X n 2282del4 B reHe FLG y HaceneHnsi PocToBckom 06-
nacTu.

NAUMEHTBI 1 METOAbI

[MpoBEOEHO rEHETUKO-3MMAEMMONIONNYECKOE NCCNeqoBaHe B
12 panoHax PocTtosckom obnactu (BonrogoHckoro, [dy6osc-
Koro, EropnbIkckoro, 3MMOBHMKOBCKOrO, KpacHOCYIMHCKOrO,
MatBeeBo-KypraHckoro, MwunnepoBckoro, MSCHUKOBCKOTO,
PoavoHoBo-HecseTanckoro,  Tapacosckoro, — LlenvHckoro,
LinmnsHckoro). YncnerHHocTb 06cneaoBaHHbIX cocTasmna 497
460 qenosek [12]. ObcnenoBaHWe HaceneHne NPoOBEASHO Mo
MPOTOKOJTY FEHETUKO-3MUAEMUNOIOMNYECKNX UCCNEeN0BaHN B
nepuog 2000-2017 rr. [13, 14]. MpoToKON reHeTUKOo-annae-
MWONOMMHECKNX nccneaoBaHni paspadotaH B GIEHY «MIML»
1 npuMeHsieTcs 6onee 30 NeT BO BCEX UCCNeA0BaHMSX MO AaH-
HOMY HanpaeneHnto B P®. [poTokoa BKIOYAET TOTa/lbHOE
obcrnefoBaHvie HaceneHnss Yepe3 MeaMLIHCKME YHpeXaeHNs
pernoHa, ¢ NOCNIeayLLM OCMOTPOM BCEX 3aPErMCTPUPOBAH-
HbIX MALMEHTOB BpaYamy PasinMyHOro npoduns (reHETUKOM,
neguaTpoM, [OepMaTofioroM, OKYUCTOM, HEBPOMAaTONOroM,
ncuxuaTpom 1 ap.). B npouecce akcneamUMOHHBbIX MOMeBbIX
WNCCNEAOBaHMA MpY MOMOLLM MPOTOKOMa MnpedycMaTpuBacT-
CS BbISIBNIEHNE MakKCVMasIlbHO BO3MOXKHOIO YKcnia HO30/10r -
4YeCKMX DOPM MOHOTMEHHOW HACNEACTBEHHOW maTonorum (oo
4000-5000).

PacueT pacnpocTpaHeHHocTn BW mpoBemeH ucxoost m3
COOTHOLLIEHWST YNCNIEHHOCT OBCNEAOBaHHbIX 1 Yncna 60nb-
HbIX. [Mpy NpoBeaeHNN CPaBHUTENBHOMO aHanmaa pPacnpoc-
TpaHeHHocT BW 1cnonb3oBaHbl OaHHbIE FEHETUKO-3anuae-
Mronormyecknx nccnepgosaHnii ®rHY «MIMHL» [13, 14]. 910
0ByCnOBAEHO HECOMOCTaBMMOCTBIO AaHHbIX NUTepaTypbl O
pacnpocTpaHeHHOCTU BW B pasnnyHbIX permoHax BcneacTane
CYLLIECTBEHHbIX Pa3nnynin B METOAAX MOJTyHEHMs MaTeprana.

HakonneHve B B 06cnenoBaHHbIX parioHax onpeaeneHo
C 1cnob3oBaHneM F-pacnpenenenis (ypoBeHb 3HAYMMOCTU
o < 0,001) [15].

MonekynsipHO-reHeTM4ecKoe UCCneqoBaHNe MO BbisB-
nervto myTaumin R501X n 2282deld B reHe dounarrpuHa FLG
BbIMOIHEHO B NabopaTopun MEHETUHECKOW 3NMOEMNONOTM
OIrBHY «MIMHL».

C uenblo onpedeneHyss HacToTel MyTauun 2282deld un
R501X B reHe FLG obcnepoBaHo Aage rpynnbl. MepBas rpyn-
na — 6osbHble ¢ BU (58 mauneHToB), BbIABNEHHbIE MPW MPO-
BEAEHUM TEHETVKO-3MUAEMNOIOTMHECKOrO UCCNEeO0BaHs B
12 panoHax PocToBckon obnactu. BTopasa rpynna (KOHTpOsb-
Hasl) NpeacTaBneHa 127 300p0BbIMU HEPOACTBEHHBIMU NHAW-
BUOAMM, KOTOPbIE HA MPOTSKEHUN HE MEHEE TPEX MOKOSEHUI
MPOXXMBAKOT HA YKagaHHOW TeppuTopun: MnnnepoBCcKoro pain-
oHa (71 4enosek) 1 BonrogoHckoro (56). Mpu obcneqosaHnm,
BCE MauMeHTbl Noagnucany NMUCbMEHHOE WMHMOPMUPOBAHHOE
cornacue (B Crnyyae HECOBEPLUEHHONETHUX AeTen MHOPMU-
pOBaHHOE cornacue MOMy4YeHO Y UX POAUTEnen): Ha A06po-
BOJIbHOE y4acTve B UCCNEAoBaHMN, Ha OCMOTP, 3abop Brono-
MM4eCKOro MaTepuvana (KpoBb), Nybnmkaumio B nevatu. Y 1yactu
cemel (Mo Npocbbe 60SbHbIX) NCCNeaoBaHE MPOBEAEHO He
0S5 BCEX MOPavkeHHbIX Y/1eHOB. HacTosilee mccnenoBaHue
0000peHo atnHeckum kKommteToM OIEHY «MIMHL» (mpoTokon
Ne5 ot 20.12.2010).

Bbloenenne reHomHon [OHK u3 nerkouutoB nepudepu-
HECKOW KPOBW MaLVEHTOB BbIMOSIHEHO C UCMONb30BaHNEM Ha-
bopa peakTvBoB Ans BbloenerHua JHK DNAPrep100 (DIAtom)
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B COOTBETCTBMM C MPOTOKONOM NMpoudBoauTend. Ona aHanu-
3a MyTaumn (c.2282del4 n R501X) B rene FLG vcnonb3oBaH
meTog INLP ¢ nocneaytolm aHanm3omM noanmopdusma ovH
PECTPVKLMOHHBIX (hparMeHToB. CpaBHUTENBHBIV aHaIn3 Yac-
TOT MyTaUuin cpeam 60MbHbIX 1 3A0POBbIX MHOMBUAOB MPOBE-
OeH Npy NOMOLLIM TOYHOro Kputepnsa Puepa [15].

PESYJILTATBI ICCNEOOBAHWA

B xope npoBefeHNst reHeTUKO-3MMaEMNONOMMHECKOro NCCe-
noBaHus B 12 parioHax PocToBckon obnacti BbisiBneHo 230
HO30M0M4YeCKMX (HOPM MOHOMEHHOW HacNeACTBEHHOW MaTo-
norvm. B HacTodwen nybnvkaumm aHanmsmpyeTcs pacnpo-
CTPaHEHHOCTb W MOJMIEKYNSAPHbIE MPUYMHBI OAHOM U3 HUX —
BY/IbrapHOro nxTroga. B obuien CoBOKYNMHOCTM BbiSBIEHO 99
BonbHbIX ¢ B 13 49 gaepHbix cemen.

[MpoBeadeH pacyeT nokasaTenen pacnpocTpaHeHHoCTU Bl
0151 KaXKO0ro parioHa 1 no obnacTu B uenom (tabn. 1). AHann3
nokaszaJs, 4YTo Haubonbllee Ymcno 6onbHbIX BW 3apermnctpu-
poBaHo B Munneposckom (37) n B LlenuHckom (20) panoHax,
B TO BPEMSI Kak B TapacoBCKOM, POanOHOBO-HecBeTancKoM 1
KpaCHOCYNMHCKOM parioHax 60/bHbIX HE 3aperncTpUpPOBaHO.

MakcumarbHble 3HaYeHnst pacnpocTpaHeHHocTn BU mo-
nydeHbl B LlenvHckom (1:1942) 1 Munneposckom (1:2032)

OPUIMMHAJIBHOE NCCJIEQOBAHWE | TEHETUKA

parioHax. 3Ha4eHnst pacnpocTpaHeHHoCTM BW B obcnenoBaH-
HbIX pernoHax EBponerickon yactn Poccum npviBedeHbl B
Tabn. 2.

Kak BMAHO W3 MpeacTaBfieHHbIX AaHHbIX, MoKasaTefb
pPacnpoOCTPaHEHHOCT B 06/1acT COOTBETCTBYET CpeaHEMY
3Ha4veHnto no EBponerickot Yactn Poccun, paBHomy 1:5151.
HanmeHblUne 3HaYeHUst  PacnpPOCTPaHEHHOCTW  BbISABMEHbI
B BbpsHckon obnactu 1:88 210, Havbonbluaa pacnpocTpa-
HEHHOCTb OTMedeHa B Pecnybnnke Mapuin On n coctaBnsiet
1:2130 [13, 14]. B MunnepoBckoM U1 LlenuHckom paroHax
BbISIBNIEHO OOCTOBEPHOE HakomneHne Bl (ypoBeHb 3Ha41mo-
ctn o < 0,001) NO CpaBHEHMIO CO CPEOHVMM 3HAYEHUSIMIA KaK
no PocTtoBckol obnacTu, Tak 1 no Poccun.

13 obulero 4dncna obcnenoBaHHbIX OonbHbIX ¢ B 58
BonbHbIX 13 38 cemel Cormacunch NPUHATL y4acTue B Moa-
TBepxaaowen OHK-gnarHoctuke. Mpu obcnepnoaHnn y 28
O0SbHBIX MOATBEPXAEHO HaM4ne MyTauum 2282deld B reHe
FLG B reTepo3nroTHOM COCTOSHUM, YTO cocTaBuio 48,28%
OT BCeX 06Cnea0oBaHHbIX HEPOACTBEHHBIX MALUMEHTOB, MyTa-
upnst R501X He BbisiBneHa. [Npn obcnegoBaHn NOMyASLMOHHON
rpynnbl 300POBbLIX MHAMBWUAOB Y OBYX YENOBEK OOHapy»xeHa
MyTaums 2282del4d B reHe FLG B reTepo3uroTHOM COCTOSHIN,
41O coctaBuno 1,58%. Heobxoanmo OTMETUTL, YTO MyTaLuvs
BbIsIBNIEHA Y 300POBbIX NHAVBWOOB, MPOXMBAOLLMX B Munne-
poBckomM paroHe. MyTaumst R501X Takke He BbisiBrieHa.

Tabnuua 1. PacnpocTpaHeHHOCTb ByNbrapHOro MXT1o3a y HaceneHus B 12 panoHax PocToBckoi obnactu

HassaHue paiioHa YucneHHOCTb HaceneHns Yucno 60nbHbIX PacnpocTtpaHeHHOCTb
BonrogoHckoii 23 542 5 1:4708
[Ly6oBcKuii 23185 4 1:5796
Eropnbikckuii 36 098 13 1:2777
3VIMOBHUKOBCKWIA 38 071 2 1:19 036
KpacHocynuHckuin 77 847 0 0
MatBeeBo-KypraHckuii 37 600 11 1:3418
Mwunneposckuin 75 201 37 1:2032
MscHukoBckuin 37 432 5 1:7486
PopuoHoBo-HecBeTarickuii 30 760 0 0
TapacoBckuii 45 575 0
LlenuHckuia 38 830 20 1:1942
LinmnsaHckunin 33 319 2 1:16 660
WNtoro 497 460 99 1:5025
Tabnuua 2. PacnpocTpaHeHHOCTb BY/brapHOro 1xTio3a B 06ciefoBaHHbIX PeErMoHax eBponeinckon Yactu PO
PervioH P®: O6nactb/kpaii/Pecny6nnka YucneHHOCTb HaceneHus PacnpocTpaHeHHOCTb
PocTosckas 497 460 1:5025
ApxaHrenbckas 40 000 1:6667
BpsHckas 88210 1:88 210
Knposckas 286 616 1:3675
KocTtpomckas 444 476 1:8386
Teepckast 76 000 1:12 667
KpacHogapckuii 426 700 1:8534
Appires 101 800 1:5358
BawukopTocTaH 250 000 1:6944
Mapwii 3n 276 900 1:2130
TatapcTaH 268 894 1:7469
YomypTckas 267 655 1:6225
Yysaluckas 264 490 1:3149
Poccusi (cpegHee) 2791741 1:5151
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Puc. 1. PogocnosHas cembu C BybrapHbIM MXTNO30M

OBCY>XOEHVE PE3YJILTATOB

Mpy NpoBefeHNV KIMHUKO-3MMAEMMONOrMYECKOro aHanmaa
OTMEYEH BbIPaXKeHHbIN MOMMMOPGHU3M KITMHNHECKMX MPOSIBIIEe-
HA (OT NErknx opm 00 TSHKENbIX) HE TOIbKO MeXXy pasnny-
HbIMW CEMBSIMU, HO 1 BHYTPUCEMEHBI. 3aboneBaHne y Bcex
nauyeHToB MPOSIBAANOCE C poxkaeHus. OTMedeHbl CyxOCTb
CIM3NCTBIX, KOXHbIX MOKPOBOB W BOJSIOC, «MCHEPYEHHOCTb»
KOXW nagoHer 1 cton. OTMEeYeHO LenyLIeHNe KOXK OT ped-
KX [0 OBLUMPHBIX MOpakeHWn B BUAE MENKOMNaCcTUHYaTbIX
NN KPYMHOMIACTUHYATbIX Yellyek CBETI0-CEepOoro LBeTa, J10-
KanM30BaHHbIX y BONbLUMHCTBA MaLMEHTOB Ha XMUBOTE U rofe-
HsX. Y 4acT naumeHToB Hambonee BblpaXkeHHOe LenyLLIeHne
Habnoganocb Ha rpyaM v pagrmbartenibHbiX MOBEPXHOCTSX
KOHEYHOCTEN, OTMEeYeH ONMNNKYNIAPHBIA KepaTod. YeLlynkim
pacnpoCTPaHANCh TakxKe MO Kpato pocTa BOIOC, MO rpaHnLe
KpacHo KanMbl ryo.

Mpn aHanmM3e MeCT POXAEHUS U MPOUCXOXAEHNS nauu-
€HTOB C VXTVO30M, BbISIBNEHHbIX B POCTOBCKOWM obnactu oT-
MEYEHO, YTO OKOMO MOJMOBUHBI BCEX DOMbHBIX MPOXUBAIOT B
MunnepoBcKoM parioHe, Mnbo poaom oTTyaa (37 6onbHbIX 13
16 cewmell). o HaumoHanbEHOCTK Bee 60MbHblE — PYycCKue, Mo
MPOVCXOXAEHNIO — KOPEHHbIE XXUTEN panoHa (KOpeHHbIMM
CHATAII XKUTENEN U UX CEMbM, MPOXKMBAIOLLIME HA TEPPUTOPUN
0bnacT He MeHee Tpex nokoneHur). VicTuHHoe Ymcno 60b-
HbIX BI B BbIsiIBNEHHbIX cemMbsx cocTtaBuio 50 (4 ymepno, 7
NPOXMBAKOT 3a Mpedenamy parnoHa), T. e. MPOCNeXnBaeTcs
aPdeKT ocHoBaTtend. [eHeanornyecknn aHama mno3Bosna
YCTaHOBWUTb POACTBEHHbIE CBA3M AN YacTu cemel, Tak 5 13
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Bourrat E et al. Revised nomenclature and classification of
inherited ichthyoses: results of the First Ichthyosis Consensus
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16 cemeit (16 60nbHbIX) POOOM (B TPETLEM-HETBEPTOM MOKOSE-
HM) N3 xyTopa [pan-BopoHew, 1 NMPOUCXOAAT OT OAHOIO NPea-
Ka, poavBLUerocst B kKoHue 19 B. (1896 r.). PogocnoBHas aTux
cemel npeacTaeneHa Ha puc. 1.

AHanmMs nokasaJsi, 410 YacTtota MyTaumn 2282deld B reHe
FLG Hke, Y4em B EBpone, HO COOTBETCTBYET pedysisTaTtam, Mo-
nyyeHHbIM B HoBocunbupcke [7, 9].

BbisiBneHbl pasnmyvsa B Hactote myTtaummn 2282deld B reHe
FLG y 6onbHbIX BV — 0,483 (28/58) 1 B KOHTPONBHO BbIGOP-
ke — 0,016 (2/127), 4To noaTBeEPXKAAET HaIM4ME 3HAYUMbBIX
pasNNYUIA (3Ha4eHve TOHHOro kpuTepua Puepa p < 0,00001).
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