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Tyninpeme

Tya 6imkeH uxmuo3 myUtisdesny ydepiciHiH Oy3bibicbl candapbiHaH 0amMumbiH MyKbIMKyanalimbsiH depmamo3sdap KkamapbiHa
Jxamaobl. MIXmuo30biH KIUHUKarblK KepiHici ¢usukanbObl Kapay KesiHOe mepiHiH Kyprak 60rybIMeH xXoHe alKbIHObIMbIFbI 8p
mypni Ospexede ke3decemiH KabbipuwbikmaHybiMeH curnammarnadbl. byn mamonoausiHblH namozeHe3i morbiK 3epmmernmeyiHe,
nepcucmuprieywi arbIMbIHa, eMHIH OH HOMUXXeCiHe Xemy KubiHObIfbiHa 6aliaHbicmbl mya bimkeH uxmuo30bl OdepMamorioausi XaHe
neduampusi canacbiHOarbl KUbIH api e3ekmi macenenepdiH bipiHe xamkbidyra 6onadbl. COHbIMEH Kamap KernmeaeH Xarrnbl curambiHa
KapamacmaH, UXmuo30biH KIUHUKaIbIK XoHe 2UCMOocusifibiK KepiHiciHe balnaHbicmbl mypriepi axbipambinadbl: KapanalbiM
uxmuo3s, peueccusmi X-KocapnaHraH UXMmUO3, KraccukasblK famensaprbsi uxmuos, Oynne3di xoHe 6ynne3di emec mya 6imkeH
uxmuo3ghopmarisbi 3pumpodepmusi. Uxmuo3dbiH 6y myprepiHiH 6aprbirbiHOa xacywarnbik KUHemuKka MeH onapobiH ¢hu3uonoausisibIK
KabbIpwbIKmaHy rnpouecciHid 6y3binybl balikanadbl, HomuxeciHoe bipiHwWinik KepiHiciHOe mepiHiH wekmeH Ken Myuiddenyi natda
6onadbl. Mixmuos ke3iH0e mepiHiH 6apbepriik KbiaMemiHiH 6y3binybl, anudepmuc apacbiHOa Cy XoFarlybl MeH MepiHiH birFandsl ycmad
anmaysl batikanadsbl.

bi3 6yn makanada ocbkl KepiHicmepMeH KefnzeH, 63 maxipubemizde ke30eckeH uxmuo30biH cupek kesdecemiH myprepiHiH bipi
6ip xaKkmbiK uxmuo3ghopmarisi 3pumpodepmusi duazHo3bl KoUblFaH HayKac xauisbl 6enicmik. by makana xannbl maxipube depieepi,
HeoHamoroe, neduamp, 0epMamo8eHepPOsIoe XaHe eeHemuK MamaHOapbl YWwiH aknapammasi 60sbin mabbinadsbi.

TyuiH ce30ep: mya 6imkeH uxmuos, 6ip xakmbik uxmuo3dgopmarbl spumpodepmusi, CHILD Syndrome, aunepkepamos,
KabblpwbikmaHy, myKbiMKyanay, 6Uorncusi.
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Kipicne

MxTno3 (cuHoHompepi: aunddys3abl kepaTtoma,
caypeas) — Myrisgenygin runepkepartosagpbl Tun 6ombiHLLIA
anddysabl By3binybiMeH cunatTanatbiH XaHe Tepige
6anbIKTbIH KabblpLUaFbIH eCKke canaTbiH KabbIpLbIKTapAbIH
TY3inyiMeH KepiHETiH TyKbIMKyanamTblH aypy 6onbin
Tabbinagbl. VIxTnosapiH GipHelue Typnepi axbipaTtbinagbl:
KapanavbiMm (Bynbrapnbl), X-KOocapriaHfaH, YpbIKTbIH,
UXTNO3bl XeHe uxTuosdopmansl  aputpoaepmus[1].
MxTnosgbiH Gyn BapuaHTTapbiHAa@ TEpiHiH LUEKTEH TbIC
MYRi3genyi xacyllanblk KMHETUKaHbIH, Kyllewi Hemece
dunsmonornanbik TyneyiHiH Oy3bInbICbIHbIH, HOTUXECIHEH
OipiHwinik napga 6Gonmagbl. Bapnbik  dopmackiHa
TpaHcanuaepManbAbl Cy XOFanTyAblH >KOFapblnaybiMeH
XOHe TepiHiH binFanabl  ycTan Typylbl KabineTiHiH,
TOMEHAEYIMEH XXYPeTiH TepiHiH OGapbeprik KbI3METIHiH,
nedekTici ToH [2].

Xorapblga anTbinfFaH XacylianapablH,
anddepeHunpoBKackl MEH aNMMAEPMUCTIH, MYRi3AenyiHiH,
Oy3binbICTapbl  reHAepAiH  MyTaumsacel  canpapblHaH
6onapabl. CoHfbl Xbingapbl UXTMO3 6eH uxTrnosdopmansi
aypynapgblH HeridiHge >XaTkaH reHeTuKanblK akaynap
aHblkTangpl. IxTnosabiH AamybiHa xayanTtbl 10-HaH actam
reH uaeHTudvkaumsanaHibl >xaHe cofaH 6annaHbICThl
NXTNO3AbIH, KNnaccudmKkaumsachl xacanbiHabl. VIXTMo3abiH,
XWi KesgeceTiH TypiHe Bynbrapnbl (KapanawbiM) UXTUOX
XaTtagbl, 6yn AnarHosbeH aypywanablk kuiniri 1:300.
Anavga uxTnosgplH iWwinge eTe cMpek KesgeceTiH Typnepi
e 6ap [3].

MxTro3gpiH 6ip Typi - 6ip xakTblk MXTMO3chopMarnsbl
apuTpoaepmMusi Hemece Tya OiTKeH remuamucnnas’nsiMeH
NXTMo3dopmarbsl 3pUTPOAEPMUSA XOHE asik-kon akaybl
(CHILD Syndrome - Congenital hemidysplasia with
ichthyosiform erythroderma and limb defects) [4]. Byn
aypyga apuTtema TypiHAeri NaTonornanbik NPOLEce XaHe
yAemeni runepkepaTto3 6eT, AeHe, KOn MeH asiKTbiH Tek
KaHa Oip akK >apTbiCblHOA Ke3geceni XeHe on Ty3y
aK cbi3blk (linea alba) GovibiMeH LiekTeneni. OpetTte
cyvek gedopmauuanapbiMEH ka8He  3akblmganfaH
GenikTeri OYMPEKTiH KWCTO3Abl e3repicTepiMeH, MUIbIK
Oy3binbicTapMeH  kocapradbin — >xypegdi[5].  Asik-kon
6ip >xakTblk akaybl Oip Hemece O6ipHelle caycaKTblH,
rMnonnasuscbiHaH asik-KonablH TOMbIK XKOK 6onyblHa AeliH
e3repyi MyMkiH.Kenbip xargavga 3akelMaanfaH xapTbl
XakTa anudusapnsl KanbundukaTtap aHblktansaH [6,9].

[epmaTtos HaykacTa TyblnFaHHaH 6onagbl Hemece
eMipiHiH,  BipiHWI anTacbiHga Aamuabl. WXTnosgbiH
Oyn TypiHiH ke3gecy xwiniri 19:1 kaTblHacneH anen
agjampapaa kvipek aHbikTanfaH. byHbiH cebebi aypyabiH,
reHeTuKanblk >XonmeH Oepinyi 6onbin  Tabbinagbl.
byn xahnbl kentipinreH runotesa GownbiHwa CHILD
Syndrome remu3urotansl ep agampapfa netanbibl
Gonbin keneTiH X-kocapnaHraH JOMUHAHTTbI FeH apKbisbl
Gepineni, an aypyabiH AamMybl XONECTEPUHHIH eHAipinyiHe
KaTblcaTblH PEPMEHTTIH, Kbl3MeTiH 6akbinanTelH NSDHL
reHiHgeri myTtauus acepiHeH 6onagbl [6,7]. NSDHL reHi
28 nosvumsigarbl X-XpoMacoMaHblH Y3blH  UblFbiHAA
opHanacagpl.

Kenbip 3epTTeynep HOTUXKECI GonblHWa
npoueccTiH Tek 6ip »KakTbl 3akbiMganybl OCbl TeHAEr
HOHCEHC ’K8He MUCCEHC-MyTauuanap cangapbliHaH
XOnecTepuH eHZenyi 6y3binbicbiHaH  ambpuoreHesne
OblObICTbl  cUrHangapdblH — aHomarnbabl  6epinyimeH
HannaHeicTbl. COHbIMEH KaTap kelbip HaykacTapaa aypy
cebebi EBP reHiHiH MyTaumsceiMeH 6annaHbicTbl 6onFaH
[8].

KomkeTimMai  aknapaT  KkesgepiHe  CYMEHCeK,
Oip >kaKTblKk MXTMO3copmansl apuTpogepMusMeH 60
Haykac Ke3[ecKeH, COHAbIKTaH Aa Gananappafbl CMpek
KesgeceTiH aypynap katapbiHa eHeni. byn anarHo3teH ep
agampap Xui xaTbIpiliHae LeTiHen KeTETIHAIKTEH Tipi ep
afjampapaa 2 afgan FaHa TipkenreH [8]. Kesgecy xkuiniri
<1/1 000 000 [9].

Bip >xaKTblK nXTro3dopMansl 3PUTPOAEPMUSHBIH,
KIMHMKAanbIK KepiHiciHae Tepigeri esrepictep ak Cbi3blK
6onbimeH BerniHreH Gip xak XapTbida opHanackaH YrkeH
KblI3blN KabblHFaH AakTap (3puUTpogepMmns) KaHe TyNeunTiH
kabblpliakTap (MxTrno3) kyniHae kepiHegi. OH xak xapThbl
Oenik con akka kaparaHga 2 ece Xwui 3akbimganagpl.
CoHbIMeH kaTap 6acka Aa gepmartonorusanbik esrepictep
aHbIKTanybl MyMKiH: KCaHTOMa, anoneumns. [Mnepkeparos
na ete xui 30-79% ke3geceqi [7,8].

NxTno3 gmarHocTukachl HaykacTblH WaFbiMaapbiH,
aypy XoHe eMip aHamHesiH, aypyablH KIUHUKanbIK
KepiHiciH Gafanayfa Herisgenegi. [OuarHoctukanay
GapbiCcblHAa@ iWKi  Mywlenep MeH CyWek XyneciHae
esrepicTepdi aHblkTay MmakcatbliHga peHtreH, KT, MPT
Xacay kepek. [uarHo3gbl HakTblnay MakcaTtbiHAA
OHK 6ipisginik aHanusi apkbinbl reHgeri mMyTauusiHbl
aHablkTayFa 6onagel. [epmatonoruanblk 3akbiMaansaH
arimakTaH Tepi 6buoncumscbiH anbin 3epTTeyre 6onagb [8].

NxTno3beH ayblpaTbiH HaykacTaH 3akbiMaarfaH
Tepi XaMbInfbICbIHAH anblHFaH OuonTat MaTtepuanbl
rMCTONOrNSANbIK 3epTTeyae ncopmasdopMabl ANMAEPMUIC,
SIFHM  Tepi rucrtonaTonorusicbiHaa 6acbiM  e3srepictep
rmnepkepaTo3 >XeHe napakepaTto3 TypiHAe Aamuibl.
OepmaHblH  emisikweni kabatblHOa Makpodartapra
cneuundmkanblk 6onbin TabbinatelH CD68 xeHe CD163
OeTkelt mapkepnepai GeneTiH kenmipLikTi >xacywwanap
opHanacagbl. JOneKTpoHAbl MWKPOCKOMMNEH KaparaHaa
Oyn xacylwanapgaH kenTereH Bakyornbaep MeH NMUnuAaTi
Tamwwbinapael kepyre 6onagei [8].

Haykactel empgey OGapbicbiHO@  HayKacTblH
KafFganblHbIH aybIprblfbl eckepinegi. Tepi
3aKkbiMZanynapbl Keprinikti  peTMHOMATApPMEH  XaHe

KepatonuTukTepmeH empgeneai. [epmatoBeHeponortaH
backa kapgwonor, opTonen, HeBpanoTornor, Hedponor
KOHCynbTauusnapbl kaxer [8].

MxTrosablH 6aprbik doopmacbiHaa eMiHae TaHaay
npenaparTapbl peTiHae peTvHon kanagbl. ButamuH A
nepopanbabl 33 MbiH Xb Meniwepinae KyHiHe 3 peTTeH 1,5-
2 an 6onbiHa kabbinganabl. Erep adhdpexTiniri xeTkinikcis
Oonbin xatca 6ynwbiketke 50-100 mbiH XB/TayniriHe ap
KYH caiiblH Hemece eki kyHae 6ip peTTeH 15-20 nHbekums
canblHagbl. 1,5 amgaH COH eM KypCblH KanTanamgpl.
COHFbl  Kbldapbl  UXTMO3AbIH,  €MiHOe  apoMaTTbl
petuHonaTapabl PUVA-TepanusMeH kombuHaumsnangbi.
HeHcaynbifbl ancipereH HaykacTapra Xannbl
KyaTTaHablpaTbliH Oapinik 3aTtTap (TeMip npenapTTapbl),
ramma-rnobynuH, aHabonuTukanblk ctepouartap, B12,
TMpeonavH TarambiHgayFa 6onagpbl. VIXTMO3abIH, ChIpTKbI
eMiHge cynaHablpaTbiH, KepaTonuTuKanblk acepi 6ap,
KypambiHaa 5-10% HecenHap Hemece 10% CyT KbILKbIrbI
Oap mMavnaHgblpaTblH 3aTTap, CbIpTKA KONAaHblnaTbiH
peTMHouaTap TafambliHOanagbl. Haykactapra TepiHiH

Malcbl3gaHyblHaH  CakTaHyblH,  cabblHMEH  >XoHe
[eTEepreHTTEPMEH  CUpPEK  KOMAaHyblH  eckepTinesi.
AnTacbiHa 2-3 per 1% HaTpum Xxnop epiTiHAiCiMeH
(BaHHagafbl cyra 1 kr Ty3) Hemece «Kneonatpa

BaHHaACbIH» (BaHHaFa 1 cTakaH CyT, 2 ac KacblK 39WTYH
Malbl) KabbingayblH yCbiHbinaabl [10].
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JKyblHObIpbIN  OOMFAH  COH  TEpiHi  XXymcapTy
MakcaTblHAa KapananbiM Basenuuai kongaHyra 6onagbl.
JKyblHOBIpFAHHAH  KeliH  binFandbl  Tepire  >KakkaHaa
adppeKTMBTINIr xofapbl 6onaapl. Tarbl 6ip 3 eKTUBTI
Xakna — canuuun KbllWKbIbl Kaknackl. Byn >kaknaHbl
KonaaHy GapbiCbiHAA TyHAE Xafblir, OeTiH aya eTKi30enTiH
XoeHe cy eTki3bentiH GannamMmeH xaybin  KOWFaH
aypbic. JlakTatTel NOCbOH Aa Oyn aypydarbl Tepigeri
cumnTomaapabl emaeyae apekTBTi 6onbin Tabbinaabl
[11].

Aypy 6omkambl 9p HaykacTa ap Typni, byn HaykacTa
naTonoruanbIK Npouecc Kam Gernikte opHanacybiHa XaHe
ilWKi mywenepgeri 3akeimganynapfa 6GannaHbicTbl. Bip
XKaKTbIK UXTNO3hopMarnbl 3pUTPOAEPMUSHBIH, HAYKACTbIH
COM aK >KapTbiCblHAA Ke3gecce Haykac aypyblHbIH
6omkambl Hawap, cebebi XKypek-KaHTamblp >XYNECiHeH
ackpliHynap 6onybl MyMKiH [8, 9].

KnuHukanbik XxafFgangblH cunarramachl

Haykac A., 5 aii. AHacblHblH anTybl GoWbIHLLIA
TyFaHHaH 6actan geHeci kyprak 6onfaH. banaHbiH 3-Lui
arblHa Kapan AeHeci KaTTbl Kypfan, kabblpluakTaHbin
GactaraH. KeprinikTi emxaHaga kapanfaH. Xanblk
emiHe kyriHreH. Em HaTtwxecis. YniHgoe Tynmegak,
uTowaraH epiTtiHgiciHe TycipreH.Tepi ©OetiHoe 6ip
XKakTbl TepeH oOWblkTapMeH OeniHreH KaOblpLlublKTap
navga GonfaHga Keprinikti emxaHara KanTa XKYriHreH.
On »aktaH AnmaTtbl OONbICTLIK Tepi-BEHEPONOrnsAnbIK
aucnaHcepre  KorngamameH XnbepreH. Anmarsl
00OnbICTbIK Tepi-BeHepPOnornsnbIK amcnaHcepiHge
Jopirep  AepmMaToBEHEpOrori  HaykacTbl — TEKCEpreH.
Oopirepnik  KoHcunnuymre xyriHreH.  KoHcunnuympae
KasakctaH-Pecen MeauLUmHanbIK YHUBEPCUTETIHIH,
AepmMaToBeHepororus pTM3naTpus KypCbIMEH
kadpegpacbiHblH NPOodeccopbl, MeauuMHa FblfbIMbIHbIH,
JokTopbl "Bip XakTblKk UXxTroddopmansl aputpogepmmsa”
AunarHo3sbl Konapbl.

HaykacTblH aHaCbIHbIH, anTysbl OonbIHLLA
TYKbIMKyananTblH aypynapbl Xok. [ucnaHcepnik ecenTe
TipkenmereH. XXPBW aybipraH. ATa-aHacblHbIH TYbICTbIK
KaTblHACbl >XOK. AHacblfa XykTinik - 4, 6ocaHy - 4.bana
4-wi  KykTinikteH 38 anTacblHOa OyHWEre  KerireH.
Canmarbl - 2900 r. Bowibl - 54 cm. XKykTinik kesiHage aHachbl
xui XKPBW ayblpraH. XKykTinik kesiHaeri MiHOeTTi-ke3eKTi
TeKkcepicTe NaTonorust aHblKTanMaraH. AnneproaHamHesi
epekKLenikcis.

Haykac aypyxaHafa TyckeHAe »annbl Xafgamnbl
KaHaraTTaHapnblk 6onabl. Eci aHbik. Kosranbicel 6enceHai.
Oene 6itimi gypbic. MNepudepuansik numda TyniHAepi
ynFanmaraH. TbIHbIC anybl Nyapunbai, CblpbIn XOK. XKypek

COHbIMEH NXTNO3 aunarHosbl KoWbInFaH
HayKacTapAblH canbICTbipManbl Typae a3 Ke3gecyi, OHbIH
iwiHoe O6ip XakTblK WUXTMO3chopMarnbl  3pUTpoAepMUS
nxTno3gblH Gacka KnvHUKanbelK TypriepiHe Kaparanaa
CuUpeK Kespgecyi, ani 3TMOMOrMsICbl MEH MaTOreHEe3iHiH
TOMbIK albinMaybl MeH emre kubiH Gepinyi, api Kapan
nepcucTMpneyLli arbIMMeH Cco3blniManbl eMip GovibiHa
XanfacaTblHObIKTaH 6i3gi  Toxipubemisge KesgeckeH
KITMHUKanbIK »aFganabl FbifibiIMUA Makanambl3Fa Herid eTin
angblK.

Byn xabapnamaHblH MakcaTbl — KVHUKanbIK
Toxipnbeae UXTMo3abl AuarHocTmkanay MeH eM Xyprisyai
Tankpinay.

TOHbl aHblK, PUTMi AypbIC. Tacklp COFbIChI MWHYTbIHa

82 petT. lwi >xymcak, nanbnauMsiga ayblpCbIHYCbI3.
Mepudepunanbk iCiHy oK.
XKeprinikti ctatyc: KeygeHiH con »xak Geniri

3akbiMaanfaH. 3akpiMpansaH arviMak KeyaeHiH anablHFbl
XoeHe apTkbl OenikTiH KkaTaH Typae OpTaHfbl CbI3blK
OonbiMeH eTegi. [JeHeHiH OH >xakK »apTbiCbl ©3repiccia
cakTanfaH. 3akbiMaanFaH arMakK Tepici KanblHOafFaH,
Kenip-OyabIp xaHe kabblpliakranfaH. KeyaeHiH anabliHebl
XeHe apTkbl OeniriHiH, Tyci - ichthyosis alba-Hbl ecke
Tycipeqi. Tepi GeTiHoe OGip-bipiHEH TepeH OMbIKTapMeH
OerniHreH, >blnaH TepiciHe YKCaWTblH KabblpLuakneH
kantanfaH. LWbHTaK neH Tide OyblHOAPBIHLIH JKa3fbill
Oenirinae OipHewe MWUNUMETPRiK MyKisgi  kabatneH
KanTtanfaH. HMKonbckuin cMMnToMbl — OH. AnakaH-TabaH
GeniriHiH, KabblpLbIKTaHybl ©Te aWKblH KepiHeai. ber
anmarbl 3akblMpanvaraH. [ucTonorusnblk  3epTTeyre
aTa-aHachbl pykcat 6epmegi. [eHeTvka TekcepicTeH eTyre
MYMKiHAIK 6onmagbl.

Haykacka keneci em »xyprigingi: PetnHon 0,2 -1
kancynagaH 2 pet kyHiHe 10 kyH., CynpacTtuH 25 mr 2 Tab
2 pet 10 kyH, MNpegHu3onoH 1 mr 1 kr canmak enwemiHe

kapan, WHdysmoHapl >xaHe gOe aHTMbakTepuanbipbl
Tepanus Xyprisingi.
KeprinikTi eMiHe 3MONEHT KongaHy

TaranblHOanabl.

10 kyHi HaykacTa xakcapy Garkangbl. TepiciHaeri
Kedip-Obyablp  My#isgenreH  KabblplbiKTaHy — MNPOLECI

asanbin, Tepici Tasapabl.

Cypem 1 — HaykacmbiH depmamoseHeporioeka bipiHwi Kaparsyra KeneeH ke3zoeai xardalibl
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Cypem 2 - Em 6bacmariraH coH 7-wi KyHOezai e3z2epic (Haykacma xardalibl aKcapyMeH)

Tankbinay

MxTno3  guarHosbl  KOWibIFAH  HaykacTapga
onapapblH 63 emipiHe Ae XeHe onapAblH 0TOAaCbIHbIH Aa
eMip canacblHa aunTapnblkTan e3 acepiH Turiseai. dep
Ke3iHOe XaHe AypbIC KOWbINFaH AMarHo3 HaykacTapAblH
XafgavbliH - KakcapTy MakcaTblHO4a JkacanaTblH - eMm
)KeHe OHanTy mporpammacbiH KypacTblpyFa >XaHe Typni
acKkblHynapablH AaMy kayniH anfblH anyfa anbin kenegi.

CoHbIMeH KaTap, api kapal HayKacTbl >Kypri3y »xaHe
ConKec MeauuuMHanblk yMbiIMaapAa Aspirep kapaybiHAa
bonbin, ecenke anbiHyblH KAMTamMacbI3 eTeqi.

EckeprtinetiH >xantrap, 06i3giH 3epTTeyimiagin,
anci3 TyCcbl — TpaBMaTonor-opTonen, kapguomnor
KOHCYNbTaUUACbiHa HayKacTblH GapMaybl MEH HaykacTaH
Tepi ©3repiCiHiH, HaKTbl epekKLenikTepiH KepceTeTiH
rmcTonormsanelk  3epTtrey  XkyprisbereHimis. byn es3
KeseriHae aguarHoctukanayaarbl 6apnbik KaXeTTinikrepaid
opblHOAnNMaraHObIFbIH - kepceteni.  WxTnosgblH  Tek
KIUHUKAnNbIK  KOPIHICIHEH faHa eMeC TUCTONOrmAnbIK
TypFblaarbl ©3repicTepMeH AoanenaeHreHairi AnarHo3abix,
OypbIC KOMbINFAHObIFbIH CEHIMAi €TETIH eai.

bisgiH 3epTTeyaiH Tynki MakcaTbl — Tya OiTkeH
MXTUO3 aypyblH, OHbIH ilWiHOE CUpeK Ke3deceTiH
TYprepiH epTe AuarHocTukanay, AuddepeHumansabl

KopbITbIHAbI

Ocbl 6i3 anfaH KNMHUKanbIK Xafaan UXTUO3abIH-
eTe Cupek KeafeceTiH Typi. byn reHeTukanbik aypyablH,
epekLueniri - 6ip akTbl 3aKkbiMaanybl. bisgiH, KMMHKUKanNbIK
Xaraan GipiHLWIi Ke3ekTe AepMaToBeHeposnor-gapirepnep
YWiH, COHbIMEH KaTap neauaTp-HEeOHOTONOr, >Xanmbl
Toxipbvenik gspirepnep, MeguuMHanblK yHUBEPCUTETTE
OKUTbIH pe3naeHTTep, reHETUK MaMaHAapbl YLUiH KaXeT.

MXTno3 TyKbIM KyananTblH aypy 6onFaHabIkTaH byn
AVarHo3 KowblInFaH HaykacTblH ara-aHanapbiHa Kerneci
XKYKTIMIKTI »Kocnapnan, XYKTiniK KeseHiHae wxTnosbeH
HopecTe Tybllly KayniH TemMeHAeTy MakcaTblHAa
reHeTuKarblK KOHCYIbTaums XYpridiny KepekTiriH eckepTy
Kepex.

OpebueTttep

OVarHoCTUKaHbl  OypbIC  KYPridy JKeHe HayKacCTblH
aFgarbiH TypakThbl BipkanbinTbl pemuccusifa ycray yLiH
apheKkTUBTI em Xypridy xaHe GepinreH ycbiHbICTapMeH
ancnaHcepnik 6akpinayga 6onybiH kagaranay.

3epTTey XyMmbICbiH 6Gonalwakra xanfacTbipbim,
e3imi3fiH aucnaHcepaeri xxaHe 6acka anmakrapga ocbl
[AMnarHos KonblnFaH HaykacTtapabl 6akbinan, TepeH sepTrey
XKYPri3y KaxeT Agen caHanmbi3.

CoHbIMeH, Tya BiTKEH WUXTMO3 XeHin TYpiHiH e3i
Xannbl af3aHblH KenTereH ayblp aybiTkynapbiHa anbin
Kenei, an ayblp TypiHe keneTiH Gonca myregekTikke
Hemece neTanbAbl XafgaFa OeniH xkeTkiseni. AypyabiH
bomkambl kebiHe aypyAblH aybIprbifblHA XoHe kau
XapTbICbiH 3akbiMpayblHa, Aopirepre GapbiHwa epTe
XyriHin, ©Gacka MamaHgap KOHCynbTauuscbiH — ana
OTbIPbIN, AXarHO3abl AyPbIC KOMbINYbl MEH aypyFa Kapcbl
eMHiH aep kesiHae 6acTtan, api kapan gypbIC XyprisinyiHe
GannaHbicTbl. XKbin calbiH KanTa peueans 6onmac yLiH
XKePprinikTi em >yprisin, ysak yakblT pemuccusiga ycray
OTbIPY YLUiIH HaykacTbl AucnaHcepnik Gakbinayga ycray
Kepek [6,8,11].

Mypaenep KakTbIFbIChl ManiMOENreH oK.

Byn martepuvan Hacka 6acbinbiMaapaa
Xapusnay ywiH OypblH ManiMaenvereH osHe 0Oacka
bacbinbiMaapablH - kapayblHa  yCbiHbIMMaraH.  Ocebl
XYMBICTbl  KYPridy KesiHOe CbIpTKbl yWbiMOap MeH
MeauuMHanblK exkingikTepain, kapXbinanablpybl xacarnraH
XKOK.

Kapxxbinangbipy xyprisinmeai.

AsTopnapabiH yneci. KoHuentyanusaums —
AT K..; spicteme — T.3.A,; Tekcepy — A.I'K.; xasy (Tynki
kormkasba) — Amanrengi 5.C.; xasy (wony MeH xeHaey)
— 3amaHrasbl M.K.
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Pe3rome

BpoxdeHHbIl uxmuo3 — 00uH u3 HacriedcmeeHHbIX 0epMamo308, palsusatowjuxcsi ecriedcmeue HapyweHusi npouecca
opozoseHust. KnuHuYecKoe nposieieHue Uxmuo3aa Xxapakmepusyemcs CyXoCmbi KOXU Mpu OCMOMPe U WesyweHUeM pazHol cmerneHu
qucmombl. BpoxOeHHbIU UXmuo3 MOXHO OmMHecmu K 00HOU U3 caMbiX C/IOXHbIX U akmyarbHbIX npobnem 8 obnacmu depmamorioauu
u neduampuu 8 cesi3u ¢ Hedocmamoy4HOU U3y4eHHOCMbI0 namozeHe3a OaHHOU rmamosioauu, ee yropHbIM medyeHueMm, mpyOHOCMbIO
docmuXeHUsI MONIoKUMeEsIbHbIX pe3yribmamos rnedyeHusi. Kpome mozo, HecMompsi Ha MHo2ue obljue Mpu3Haku, Ha OCHO8aHUU
KITUHUYECKOU U a2ucmosio2udeckol KapmuHbl pasfudarom murbl uxmuo3sa: npocmoul uxmuos, peueccusHbili X-080UHOU UXmuo3,
Knaccuyeckul nnacmuH4Yamsit uxmuos, bynnesHas u HebyrnnesHas 8poxxoeHHas uxmuo3ugopmHasi apumpodepmust. [pu ecex amux
gudax uxmuo3sa rpoucxooum HapyweHue KIiemoyHol KUHeMUKU U fpoyecca Ux (hu3uosioaudeckoa0 CriyujugaHusi, Ymo npueodum K
u36bIMOYHOMY OPO20BEHUK KOXU 8 MepeuyHoM nposieneHuu. [pu uxmuole Habnrodaemcsi HapyweHue 6apbepHOU hyYHKUUU KOXU,
romepsi 800bI MEXQy 3rUOepMUCOM U HECrIOCOBHOCMb KOXU yOepxueamb eragy.

B amoli cmambe Mbl Mo0enuuch nayueHmom ¢ makumu CuMmomamu, y Komopozo bbiria duazHocmuposaHa 0OHOCMOPOHHSIS
uxmuo3aughopmHasi 3pumpodepmusi, 00Ha u3 pedKuX hopM Uuxmuosa, scmpedarowuxcsi 8 Hawel npakmuke. Cmambsi UHghopMamueHa
051 epadeli obwel Npakmuku, HeoHamoro2o8, neduampos, 0epMamoB8eHePOsI0208 U 2eHEMUKOB.

Knroueeble crnoea: 8pOXOEHHbIU UXmuU03, OOHOCMOPOHHSASA uxmuosughopMHasi aspumpodepmusi, CHILD-cuHOpom,
2unepkepamos, wenyweHue, HacrnedcmeeHHoCcmb, buorcusi.
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Abstract

Congenital ichthyosis is one of the hereditary dermatoses that develop due to a violation of the keratinization process. The
clinical manifestation of ichthyosis is characterized by dryness of the skin during physical examination and scaling of different degrees
of clarity. Congenital ichthyosis can be classified as one of the most difficult and urgent problems in the field of dermatology and
pediatrics due to the fact that the pathogenesis of this pathology is not fully studied, its persistent course, and the difficulty of achieving
positive treatment results.In addition, despite many common features, types of ichthyosis are distinguished based on clinical and
histological appearance: simple ichthyosis, recessive X-doubled ichthyosis, classic lamellar ichthyosis, bullous and non-bullous
congenital ichthyosiform erythroderma. In all these types of ichthyosis, there is a violation of cellular kinetics and their physiological
exfoliation process, resulting in excessive keratinization of the skin in the primary manifestation. During ichthyosis, there is a violation
of the barrier function of the skin, loss of water between the epidermis and inability of the skin to retain moisture.

In this article, we have shared a patient with these symptoms who was diagnosed with unilateral ichthyosiform erythroderma,
one of the rare forms of ichthyosis encountered in our practice. This article is informative for general practitioners, neonatologists,
pediatricians, dermatovenerologists and geneticists.

Keywords: congenital ichthyosis, unilateral ichthyosiform erythroderma, CHILD Syndrome, hyperkeratosis, scaling, heredity,

biopsy.



