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BPOXJIEHHBIIA UXTHUO3 Y JETEM
Besiopycckuii rocyiapcTBeHHbI MeIUIIMHCKU A YHUBEPCUTET
Yacrts 2
YO «benopycckuii 2ocyoapcmeennvlii MeOUYUHCKUL YHUBED CUTMEm>>
B nybnruxayuu npueedenvt pezyiomamsl 06C1e008aAHUL CIMPAOAIOUWUX 8PONCOEHHBIM uxmuozom oemeit (7

desouex u 14 manvuuxos), eviasienuvix cpedu 262 moic. 855 demckoco nacenenus 2. Muncka. Llenvio
UCCIe008ANUS AGISNACH CUCEMANU3AYUSL KIUHUYECKUX ACNEeKMO8 8POAICOEHHO20 UXMU03A Y Oemell.
Yemanoeneno, umo 6o3pacm nepevix nposigiieHutl 3a00/1e6aHUsl COGNAOA ¢ 0amMOU HOCMAHOBKYU OUASHO3A TUULD 8

35,0% cayuaes. dmo ouxmyem neo6X00UMOCTMb NOGLLUEHUSL OUAZHOCIIUYECKOU HACTNOPONCEHHOCTU 8

OMHOUEHUU OAHHOU NATNONIO2UU.

Knrouesvie cnosa: 6poscoénmvlii uxmuos, NpOCMOoU UXMU03, UXMUO3, CYenJeHHbIl ¢ X-XPOMOCOMOU,
JAMETIAPHBIL UXMUO3, UXMUOZUDOPMHASL SPUMPOOEPMUST, UXMUO3 NI00A, KKOMTOOUTIHBIL NI00,
3KC]Za6u0H, IKMPONUOH, conymcmeyrowas nanoiocusl.

The results of the survey of children (7 girlsand 14 boys) with congenital ichthyosisidentified
among the 262 thousand 855 child population of Minsk are presented in the article. The purpose of this
study was to systematize the clinical agpects of congenital ichthyosisin children. Found that the age of
the first manifestations of the disease coincides with the date of diagnosis only 35,0% cases.

This dictates the need to improve diagnostic vigilance against this disease.

Keywords: congenital ichthyosis, smpleichthyosis, X-linked ichthyosis, lamellar ichthyosis,

ichthyosiform erythroderma, harlequin ichthyosis, «colloidal fetus», ekslabion, ectropion, comorbidities.

MaTepuaa 4 METOIBI.
B cooTBeTcTBUM ¢ LIEMSIMHE U 331a4aMu paOboThl HaMu ObLT 00cnenoBan 21 manuent (7 qeBouek u 14
MaJIbYMKOB) C BPOXKAEHHBIM UXxTH030M (BH). Orienka Gpu3HuecKoro u HEPBHO-TICUXUIECKOTO Pa3BUTHS,

a TaK)Ke COMYTCTBYIOIIEH MaToJIoruy y AeTei, ctpagatomux BU, npoBoaunace Ha 6a3e Bcex IETCKUX



nomukauauk (Ne 1, 2, 3,7, 8, 9, 10, 11, 12, 13, 15, 16, 17, 19, 20, 23, 25) r. Muncka. Bei6opka Obiia
ocymiectBieHa 3 262 teic. 855 nerckoro Hacenenus. [loarpymmy nereit B Bo3pacre ot 1 1o 3 ner
cocraBiin 3 manuenTa, ot 4 1o 6 ner — 2, or 7 1o 9 ner — 2, or 10 o 12 ner — 4, or 13 go 15 ner — 4, ot
16 no 18 ner — 6 nmeteii.

Kmmangeckas opma 3aboneBanus onpenensitack B coorsercTBun ¢ MKB-10. TIpu sTtom B
UCCIeAYyeMOit rpymie npocToil uxTruo3 Habmonaics y 15 nanuenros (71,4% ciydaes), TaMeIUSIpHBIN
uxtro3 —y 3 (14,3% ciyuaes), X-cuemieHuslit — y 2 (9,5% ciayuaeB), uxtuo3udopMHas 3puTpoaepMus
—vy 1 (4,8% cnyuaes).

[ToMHMO KITMHHYECKOTO OCMOTpPA M KOHCYJIBTAIMA CHEIHAINCTOB BCEM OOJILHBIM ITPOBOIMITUCH
7abopaTOpHBIE U HHCTPYMEHTAIBHBIE HCCiIeoBaHMs. [lanHbIe (PU3MIECKOTO pa3BUTHUS OLCHUBAJINCH C
MOMOIIBIO IIEHTHJIBHOTO MeTo/Ia cornacHo aanHbM Tabmui C.A. Jlsimkosa, C./1. OpexoBsa [8].

Pe3ynbTaTsl 1 00cy:KkaeHHe. Y CcTaHOBICHHAsA HAMU 001as yacToTa Bctpedaemoctd BU cpean
JeTCKOTO HaceneHus B T. MuHcke cocraBuia 1:12 500. Pacnipoctpanénnocts npocroro uxrrosa — 1:17
500, X-cuemnennoro — 1:87 600 (cpean manbunkoB), tamerispHoro — 1:87 600, uxtrosudopMHOi
sputpoaepmuu — 1:262 800. Ilo nanubM muteparypsi [1, 2, 3, 13], yactoTa BCTpeuaeMOCTH MPOCTOTO
MXTHO3a CPEIH JETCKOTO M B3pOCIIOTO HACENICHUs 3aBUCHT, KaK U B ciaydae npyrux ¢opm BU, ot
reorpaduueckoii 30161 (k mpumMepy, B Benukoopurtanuu - 1:230, CLIA — 1:300, B Poccun — 1:9600) u
cocrasisier B cpeaaeM 1:250 - 1:5000, X-cuertennoro - 1:2000 — 1:6000, mamemsipaoro - meree 1:300
000, mxtrozudopmHoit sputponepmun - 1:100 000. OtnenbHbiii cratuctuyeckuii yaér BU u ero ¢popm
B Pecryb ke benmapyce He sedémces.

CornacHO MOJTy9eHHBIM HAMH PE3yNIbTaTaM, X-CIETJICHHBI UXTHO3 SBISIETCS] BTOPBIM I10
pacrpoctpaHéHHOCTH THIIOM BU, 94TO COOTBETCTBYET NaHHBIM JIMTEPATYPHBIX HCTOYHHKOB [1]. OqHaKo
YIENbHBINA BEC TAMEIUIIPHOTO UXTHO3a CPEU OCTAIBHBIX GopM B B Hammx HaOMIOJCHUSAX MPEBHIIIACT
MOKa3aTesn, IPUBOIUMEIC B JIUTEPATYpE.

[MonynsuuonHas yactota BU B 11€710M B IMTEpaTypHBIX HCTOUYHHKAX IUPOKO AUCKyTHpYeTCs [14].



Ocnoxxuéanoe Teuenue oepemennoctu npu BU nabmonanocs B 60,0% ciygaes, u3 HEX: yrposa
BBIKUJIBIINA U TecT03 — B 66,7% B 000MX ciyvasx; MajgoBojue u MHOToBo e — B 11,1%
COOTBETCTBEHHO. JleTn oT Takoii bepemenHocTH B 35,3% ciryqaeB poaumch Maccoii Tena meree 2950,0
r, Oy[y4d JOHOIICHHBIMH IO CPOKY recTaiuu. B ocTanbHbix cirydasx (64,7%) macca Tena y Takux
HOBOPOXXIEHHBIX Haxoawmnack B nmpeaenax ot 2950,0 no 4100,0 r. ¥V 1 pebénka ¢ mamemsipHoi GopMoit
BU 6pu1a ycranoBnena BpoxagHHast THioTpodus | cremneHmu.

Bo3spacT marepu Ha MOMEHT poxaeHus koyiebaics ot 18 1o 36 yieT u B cpenueM cocraisut 26,9+1,2
net. Bospacr y 25,0% eHIIMH IpeBbIIal TPUIIATHICTHHA.

Crnenyer oOpaTUTh BHUMaHUE HA TOT (PAKT, 9TO CPOKH MEPBHIX MPOSIBICHUN 3a00I€BaHIs COBIIA AN
C MEPBUYHOM J1aTO# ycTaHOBJIeHUs quarno3a auiib B 35,0% (1) ciyuaes. B ocransbix 65,0%
MepBOHAYANBHBIN UarH03 GOPMYIHPOBAJICS KaK «aTONMUYECKHid repMaTtut» (y 46,2%),
«oKccynatuBHbIN auare3» (y 26,9%, us kotopbix B 75,0% ciydacB 1uarto3 B JaJibHEHIIIEM ObLIT
M3MEHCH Ha «aTOMMMYCCKHI JepMATUT») WK «uiieBas amieprus» (y 26,9%). TpyaHocTtu B
g depeHInanbHON JUATHOCTHKE, BEPOSITHO, CBSI3aHBI C HECTICU(PHUIHOCTHIO IEPBUYHBIX MTPOSBICHUIN
BU, ocobeHHO B ero Tak Ha3biBaeMoi «1o3auei» dpopme (mo lynkomy [10]), koraa uzHavanbHO
HaOJII0AAI0TCS JIUIIb HE3HAYUTEbHAS SPUTEMA, CyXOCTh, menyienue koxu (y 85,0% nereii B
uccrnenyemoit Hamu rpymre). B 15,0% na6monennit BU manudectupoBai B BUIE «KOJUIO TUIHHOTO
wiona» [3, 6]. [Ipu 3ToM, KaKk MpaBuIiIo, AUMATHO3 ObLT OYEBH/ICH BCIICACTBUE HATMYHS SPKOW
KJIIMHAYECKOW KapTHHBI.

CrpykTypa HauboJee TUITMYHBIX MposiBiieHnit B y 00crnenoBaHHBIX HAMH JIeTeH npencTaBieHa Ha
puc.1l. CyxocTh ¥ mieTylmeHne KOXKHBIX TOKPOBOB, THIIEPKEPATO3, Kak KapJuHaIbHbIe npu3Haku BU,
ormeuamuck B 100,0% ciyuaes. Dkrponuon (14,3% ciyuaaes), sxciabuon (9,5%), nedopmanus
HOTTeBbIX TacTHHOK (9,5%), nedopmarnus ymeit (9,5%), tpeumnsl Ha koxe (20,0%) Obui
XapaKTEepPHBI AJISI TAMEJUIIPHOTO UXTHO3a, UXTHO3H()OPMHOM SPUTPOIEPMIH U X-CHETUICHHOTO UXTHO34,
NPOTEKABIIMMH TsDKeJIee, YeM BYJbrapHblii uxtro3. [lopaxenus rna3 (60,0% - muonwus,

JATbHO30PKOCTh, ACTUTMATH3M, CXOSAIIEecs KOCOTia3ne, YacTUIHAs aTpodus 3pUTEIILHOTO HEpBa,



JTaKPUOLIMCTHT HOBOPOKACHHBIX H JIp.), HAaHOOJIee XapaKTepHbIe, 1o JaHHbIM JuTeparypsl (50,0%
caydaes) [13], mis X-CLHEIIICHHOTO MXTHO3a, OTMEYAIUCh TAKKE MPH Beex Apyrux Gopmax BU.
[MTopaxxeHus OTIOPHO-IBUTATEILHON CUCTEMBI (IHCIIa3Hs Ta300€JPEHHOTO CYCTaBa, HCKPUBICHUE
MO3BOHOYHHKA U JIp.), Merole Mecto B 65,0% ciyuaeB, mpucyrcTBoBau npu Beex Gopmax BU.

B pe3ynpraTe npoBeIEHHOTO HAMH UCCIIECOBAHUS ONPEAECIcHAa CTPYKTYpa CONYTCTBYIOIIEH
naroyioruu y nereit, ctpagatonmx BU (puc.2). Ha gomo aronudeckoro aepMaTuTa npuxouioch
47,6%, 9TO COMOCTAaBUMO C JAaHHBIMHU, COTIIACHO KOTOPBIM YacTOTa COYETaHUsI OOBITHOTO MXTHO3a C
aronmieckum aepmaturoM koneonercs ot 30,0 mo 50,0% [9, 11]. BU compoBoxkaaics renaroMeraimeit
B 38,1% Habmronenuid, cruieHoMeramueit — B 14,3%, nuckunesueit sxemunbix myreid — B 52,0%. B
JHUTEpaType OMUCAHBI CITy9al COYETAHUS BYJIIBIAPHOTO UXTHO3A C MATOJIOTHEl BHYTPEHHUX OPTaHOB, B
YaCTHOCTH, C TENAaTOCIICHOMETATUEH, JUCKUHE3UeH KeMUHbIX myTei [12], uTo moaTBepkaaercs
HAIMMU HcclienoBanusiMu. [1o MEeHHIO MHOTHX aBTOPOB [3], y OOJBIIMHCTBA OOJIBHBIX UMEETCS
MATOJIOTHS JKETYJOYHO-KUIIIEYHOTO TPAKTa (FaCTPUT, KOJIUT), O YEM TAKIKE CBUIETEIBCTBYIOT
MOJIy4eHHBIC HAMU pe3yibTaThl (ractput/myoaenut — 29,0% HabmroqeHui).

Cpenu conmyTCTBYIOIIEH MaTOJIOTHH 0c000€ MECTO 3aHUMAIIN AJUIEPTOATONOTHS KOXKH,
pecrmpaTopHbIe aJUIePro3bl, XPOHHIECKHI TOH3WILIHAT, YTO MOKET OOBICHATHCS, TOMUMO T€HETHIECKHX
MPEANOCHUIOK, PYHKIIMOHAIBHOW HEOCTATOYHOCTHIO SHIOKPUHHON CHCTEMBI B KOMILJIEKCE C
UMMYHOIC(HUIIUTHBIM COCTOsIHUEM [8], HapyiieHrueM QYHKIMH SMUACPMAIBHOTO Oapbepa.
[TorpentHOCTAMH HIMMYHHOTO CTaTyca OTYaCTH MOXKET OBITH 00yCIIOBIIEHAa CKIIOHHOCTH O001bHBIX BU K
4acThIM NpoCTyaHbIM 3a00seBanusm (y 81,0% nereit B uiccieayemoii rpymme) [5].

I[To pe3ynpraTam 00IIETO aHATN3a KPOBH, BBISBIICHBI CIICIYIOLIHE TeMaTOJIOTHIECKIE
3aKOHOMEPHOCTH B HCCleiyeMon rpymme: anemus | crenienu — B 71,4%, s03unopuus (1o 12%) — B
45,0% cirygaeB, 4TO B OTIpEACIEHHON CTETIEHH MOKHO OOBSICHUTH HapymenneM npu BU Bcex Tumos
OOMEHHBIX MPOIECCOB, a TAKKE HATMYUEM Y OOJIbHBIX JIETEH COMMYTCTBYIOLIEH aepronaroyioruu. Tak,

66,7 % ciydaeB 203UHO(PIIIMN COUETATIOCH C AJIEPrONAaTOJIOTHEH .



Ha 1-m roay sxusuu y 20,0% neteii npu olieHKe HEHTHIBHBIM MeToIoM [8] dhusndeckoe pa3sBuTHe
COOTBETCTBOBAJIO YPOBHIO BBIIIE CPEAHETr0 M ObUT0 mucrapmoHndHbIM, y 40,0% Haxoammock Ha cpeqHeM
ypoBHE U Ob110 TapMOHIUHBIM, Y 20,0% 0HO OTpenersiIoch Kak HUKE CPEAHET0, TMCTApMOHUYIHOE, Y
20,0% - Hu3Koe, pe3ko aucrapmonnyHoe. K 3 rogam u 10 HaCTOSAIIEro MOMEHTa, COTIACHO
HEHTWIBHOMY METOJIY M OLIEHKE 10 MHAECKCY MacChl TeJla, TeMIThl (PU3NYEeCcKOTO Pa3BUTHSI HMEITN
TEH/ICHINIO K CHIDKEHHIO. /IucrapMOHUYHOE M PE3KO JUCTapMOHUYHOE Pa3BUTHE Kak B 1, Tak 3aTeM U 3
rojia )HU3HH HAOII0AI0Ch, TIPEXK/IE BCETO, PH JAMEUIIPHOM UXTHO3€, HXTHO3H()OPMHON
APUTPOACPMUH, a TAKKE MPH ByIbrapHoMm uxtrose (B 55,6% ciyuaes cpeau qanHoi Gpopmsl BI).

C ydérom BbIIENpUBEAEHHBIX JaHHBIX, COTJIIACHO KOTOPhIM 35,3% jereii B uccienyeMoii rpymre
pommck ¢ Maccoit Tena menee 2950,0 1, Oymydu TOHOMIEHHBIMHE 10 CPOKY T€CTAINU, CHIYKCHUE
TEMIIOB ¥ YPOBHS (PU3UYECKOTO PAa3BUTHS MPEUMYIICCTBEHHO TI0 Macce Tela MOKHO OOBSICHUTh
HapyIIeHHEM BCEX BHIOB 0OMEHa, BKIIOYast OCIKOBBIN U KUPOBOH [4].

Hapymenus pedeBoro pa3BuTHs BBISBICHBI B 66,7% ciydaes, B yacTHOCTH: auciamms — y 33,3%,
ma3aptpus —y 11,1%, obmiee napymenue peuan — 22,2% nereii. 1 nanueHT ¢ X-ClEIICHHBIM HXTHO30M
CTpajai JeTCKUM IepeOpaabHBIM MapadndoM. BeIpakeHHBIX HApYIIEHUH HEPBHO-TICHXHIECKOTO
pa3BUTHS Y APYTUX WICHOB HCCICAYyeMOW TPYIITHI HE 0TMEYaIOCh.

Ha ocHOBaHNN NPOBENEHHBIX HCCIEA0BAHNUN MOKHO CIENIATh CICAYIOIME BHIBOABI:

1. [TosyueHHbIE TOKA3aTEIN YACTOTHI BCTPEYAEMOCTH MPOCTOr0, X-CleIuieHHOTo TuoB BU, a
TaKXe UXTHO3U(POPMHOI SIPUTPOIEPMHUH CYIIECTBEHHO HIDKE 3HAYEHHH, MPUBOAUMBIX B JIATEPATYpE, B
TO BpeMsl KaK 4acTOTa BCTPEUAEMOCTH JIAMEJULIPHOTO UXTHO34a, HATIPOTHUB, BhIIE. Takue pa3imans, Ha
HAaIl B3TJIS/1, MOKHO OOBSICHUTH 3aBUCUMOCTBIO pacnpocTpanénHoctd BU ot onpeaenéHHbIX
reorpauuecKuX 30H, a TAKXKe TeM, UTO JIUTEPATypHbIC JTaHHbBIE IPUBEACHBI O€3 IMoIpa3ieeHus Ha
JIETCKOE U B3POCIIOE HACEJICHUE B MHBIC BPEMEHHBIC POMEXKYTKH [1].

2. YcraHOBIICHHAs HECBOEBPEMEHHOCTh AuarHoctuku BU (65,0% cinydaes) u, Kak Clie/ICTBHE,
OTCPOYEHHOE HAYaJIo €T0 JICUYCHHsI, CBHICTEIHLCTBYIOT O HEOOXOAMMOCTH TIOBBIIICHUS TUATHOCTUIECKOM

HAaCTOPOKCHHOCTHU B OTHOIICHUU H&HHOﬁ IIaTOJIOTHUH. (DaKTop BPEMECHU UMECCT OIIPCACIIAIONUICC



3HAa4YCHUE B OTHOILICHUH IPOTHO3a 3a00JIeBaHMs U CTeNeHH d((PEKTUBHOCTH HadyaToOl Tepanuu. Baxuo
CIeNaTh aKIeHT Ha IpeHaTalbHOM quarHoctuke BU, Bkimovaromield BHyTpuyTpOOHYIO OMOTICHIO KOXKH
IJI0/1a, aHAJM3 XOPUOHUYECKUX BOPCUH, aMHUOTHUYECKUX KIIETOK, ONPEEICHUE YPOBHS HECBA3aHHOTO
ACTPUOJIA B MATEPUHCKOI CHIBOPOTKE (OCHOBAHO HA YMECHBIICHUH BBIJICIICHUS CTEPOUIOB C
MaTEpPUHCKON MOUYOi BCieACTBUE OJI0Ka CTEPOUIHOTO CHHTE3a B TUIAIICHTE MPH ISPHUIIATE
crepoJicynbdarasbr) [1].

3. B Teuenune Gepemennoctr u poaoB npu BU BrisiBiieH Bhicokui yaenbHbii Bec (60,0%0)
MaTOJOTUIECKUX OTKIIOHEHUH B BUJIE YTPO3bI BEIKHIBIIIA, TECTO3a, MaJIOBOIMsI, MHOTOBOAMA. B 35,3%
CllydaeB JETH POJWINCH C HU3KOM Maccoll Tena, Oyay4u JOHOLUICHHBIMH 10 CPOKY I'eCTaluu, uTo,
BEPOSITHO, HAXOJUTCS B TECHOM B3aMMOCBSI3H C MOCJEYIOIIEeH TeHACHINEH y OOJIBHBIX AETeH K
CHIYKEHHIO TEMITIOB (DM3MYECKOTO pa3BuTHs (IPEUMYIIIECTBEHHO 10 Macce Tena). [lonyueHHbIe 1aHHbIe
B HEKOTOPOW CTENEHH MOTYT CIIY’)KHTh TUATHOCTUYECKUM KpHTEpUEM NpH NToAo3peHnn Ha BU 1,
0COOCHHO, MPU HEOOXOIUMOCTH MPOBecHUS TUDHEepeHIMATLHOTO UArH03a ¢ MPUOOPETEHHBIMU
dbopmMamMu NXTHO3A.

4. B kayecTBe CONMyTCTBYIOIIMX 3a00JeBaHnl y neTeil, crpagatommx BU, cnenyeT BeiaenuTh
aJUIEPronaTooruio (MUILeBast aJUIePIUsl, aTOMUYECKUN IepMATUT, OpPOHXUATbHAS ACTMA),
o(rarpMOIIaTHIO, MATOJIOTHIO CO CTOPOHBI JKEITYJOYHO-KUAIICIHOTO TPAKTA M CEPACIHO-COCYIHCTOM
CHCTEMBI, YTO MOATBEPKAAECT NUMEIOIINECS TaHHBIE INTEPATYPHBIX HCTOYHUKOB. B 11e110M, MOKHO
CyIUTh 0 TOM, uTo BU siBnseTcss CUCTEMHBIM 3a00JI€BaHEM, CIIEKTP MPOSBICHUH KOTOPOTO OTINYACTCA
BBICOKOH MOTMMOP(HOCTBIO M CBSI3aH, BEPOATHO, C HAPYIICHHEM BCEX BHIOB OOMEHa BEUICCTB,
TYMOPAJIbHOM peryisiiun, GYHKIUHU SMHISPMATBHOTO 0apbepa, IMMYHOIC(HIUTHBIM COCTOSIHUEM [ 6],
a TaK)Ke HACJIEACTBEHHON MTPEAPACIIONOKEHHOCTBIO.

5. Jeru c BU uMeroT mpenMyImecTBEHHO CPEAHNN, HUXKE CPEIHETO U HU3KHUI YPOBHU
¢u3ugeckoro pa3BuThsi. HepBHO-TICHXWYECKOE pa3BUTHE, B II€JIOM, COOTBETCTBYET BO3PACTHBIM HOpMaM

3a HCKITIOYEHHEM CIIydyaeB HapyLIeHHs pedeBoro pa3Butus. Kpome toro, 1 namuent B uccieayemoit



TpYIIE CTPagaeT AETCKUM IepeOpatbHbIM NapanndoM. JJaHHbIe 00CTOSTENHCTBA CIIEAYET YIUTHIBATD

MIPY COCTABJICHUN PEa0MIMTAIIMOHHBIX IpoTpaMM st neteii ¢ BU.
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Pucynok 2 - CtpykTypa CONyTCTBYIOIICH MAaTOJIIOTHH Y ACTEH, CTPaJaroniX BpOKIEHHBIM HXTHO30M
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