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CJIYYA BPOXAEHHOIT HEBYJUIESHOM (CYXOH) HXTHO3U®OPMHOM SPUTPOEPMUN

E.A. KAPACEB
Kadeapa undexMoHHEIX, KOXHBIX ¥ BeHepHueckux 6onesHelt Val'y. 432001, Vavanosck, y.
K JTubxnexma, 0.1. Meduyuncxuii paxynomem

B aannoli nyGnuxaunu npeACTaBACHO ONMHCAHME CNIOPAIMHECKOTO Cy4as BPOXKACHHON HeGymne3Hol (Cyxoil)
nxtiosnpopmuoil spurponepmun (BHUD).

Hurepec 31010 Cy4as COCTOUT B PEAKOCTH JAHHOIO ICPMATO3a, YHRKANBHOCTH NPHYUHE, ero 00ycnosuBiies
(myTauma de novo AnGo cerperauyis NPH ayTOCOMHO-DEIECCHBHOM HACAEZIOBAaHHM), YCTKOM COOTBETCTBHH 0COBEHHO-
cTedt 3afoneBanua y NAMEHTAa BCEM AHATHOCTHYECKUM kpHrepuaM BHHD, coeTanveM xoxuoil cHMITOMAaTHKH ¢
IICHXOTIATHEH MO3aHYHOrO THNA, THNEPMETPONHEHi BHICOKOH CTEMEHH, XPOHWUECKHM PHHUTOM ¥ (apUHIHTOM BHE
0BOCTPEHHS M HATHYHEM AHOMAISHOIO (AMCTANLHOIO) NIPHKYCA, & TAKKE TOPIIUAHOCTBIO K NPOBOIMMOIT Tepanus.

Bpoxnaennas HeOymie3nas (cyxas) uxtaosudopmuas spurpoaepmud (BHUD) umeer psan
CHHOHMMOB: IJIACTHHYATad KCQoNalMs HOBOPOXICHHBIX, MIACTHHYATBIA MXTHO3, KOJIIO-
AMAHBIA TUIOA, KOTUIOAMIHAA KOXa HOBOpOXAEHHEIX [9]. B xatanore B. Mak-Kstocuka npu-
BOIMTCA KaK OT/e/bHAa# Ho3oJorHdeckas eiuHuua - ¢opma Ne 24210 - uxtuosudopmuas
sputpoacpmus Bpoka spoxaeHHas [7].

BHUD orHocwrcs K oaHuM U3 HanboJiee THKENO MPOTEKAIOMUX HacleACTBEHHEIX 3a6oe-
BaHMIi KOXH U ABASCTCH MPHYHHON HHBATHIHOCTH € AETCTBA H HEPEAKO JICTANBHBIX HCXOHOB
B [epHoJ HOBOpOXAeHHOCTH [1-6, 8, 9, 11].

Haspaude “BpoxnenHas HeOyne3Has HXTHO3H(OpPMHAA spurponepmus” B HACTOAILEE
BpeMa yrnoTpe6aseTcs OQHO3HAYHO 11 OTACHBHON HO30M0IHIECKOH CYHHOCTH, TEM HE MeHee
OHO BCE €llie HEPEeAKO CIYXHT NPHYMHON MyTaHMUE! NIPH 0GO3HAYEHHH AMArHO3a, €ClAn Bpay
OCHOBBIBAETCA JIMIIB HA MPU3HAKE BPOXKAEHHOH ManupecTaly NopaxeHuii U He CUUTAETCA C
ycTaHOBHBLIEiicA TepMHHONOrHEH, NpUHATON B MeXIyHaponHoii knaccuduxamum [9]. B page
CNly4aeB B JIUTEPATYpe He pasieNfioTcs JOCTATOUHO 4eTKO deranbHblil (BpoxHEHHbIH) HXTHO3
1 cyxoli THI BpoxAeHHOM MXTHO3H(pOPMHOH 3puTponepmuy. C Hatel ToUuKH 3peRus Hanbo-
Jee TpHeMeMBbIM HazBaHWEM OOCYXKAAEMON HO300rH4ecKol eANHKLB ABIAETCS BPONICH-
Has HeOynnesHan (cyxas) MXTHO3RGOPMHAA SPHTPOACPMHS.

Hacnenosanue BHHUD aytocoMHO-peueccusHoe. 3aboeBaHue BCTPEYaeTcs CPeAy PasHbIX
3THUYECKHX I'DYNN B Pa3HbIX CTpaHaX, Yallie 3Ta NaToNOTHA 0OHapyKWBaeTCA B CEMbAX, Iae
umerotcs GnuskopoacTeenHsie 6paku. Mo nanneiM D61uHra u Pyka (1968), B AHrnnu ero no-
mynsuMoHHas 4actoTa coctasiaser 1:300000 (uut. 1o 9), a B Y3bekucraHe OTATOLIEHHOCTE
zabonesauuem gocturaer 1 va 100000 [10].

Habmonaiotcs yMepeHHbie koje6aHns 3KCIPECCHBHOCTH OT TAXKENBIX JIETAILHLIX GOPM C
MEPTBOPOXIEHHEM MM HEJOHOIEHHOCTRIO C PANOM PaHHHX OCJIOXHEHUA 10 dopM, coBmec-
THMBIX ¢ KH3HbIO, HE MHBAIMAUHPYIOUINX, HO BCEF/a C BHIPAXKECHHBIM KOCMETHYECKHM Jie-
(extoM u3-3a rpyGoro menymenns Kox [6].

JluarsoctuaeckuMu kpurepuamMa BHHUD ssisiores: poxaeHde B “konoauinon” IIeHKe,
C TpEWIMHAMH, [I0C/IC OTLIETYINBAHMA KOTOPOH - BHIPAXEHHAs SPUTPONCPMHA M OTEYHOCTD
KOXU; MHOTOJIETHEE IHENYIIEHUE TI0 Beell MOBEPXHOCTH Tesla ¢ HauGosbiie BRIPpaXeHHOCTDIO
Ha ToJIcHAX, C BO3PAacTOM OHO MOXeT ObITh cnabee U nokankHee. DpHTeMa YCHNNBAETCA TIPH
WHCOJSLMH, OT HEKOTOPBIX HAPYXHBIX CPEACTB HiH o0mero nevenns. [lepronmuecku npouc-
XOINT HHTEHCHBHOE OTIE/YIINBaHNE C BPEMEHHBIM OUHINCHHEM KOXH. THUNH4HB OnecTaIuit
KOITOHAONoR06HEII rHNepkepaTo3 rpebeilikoBoi KOKH NafoHelH, noious, Nanbues ¢ Tpely-
HaMH, YCHJIEHHEM CKITaf4aTOCTH, FHIIONNA3uA SMHAEPMANBHBIX peGHel Ha KOHUMKax nalib-
UEB ¥ WX NaknpoBaHHsI Bux. Cabo BhipakeH AUcMOpduyeckuil CHHAPOM, Gonee 3aMETHBIH
TP POXIECHHH, B BUAE IKTPOITHOHA TIPEXOAAMIEro, HapyxHoro 6nedapopumosa, cmatocTu u
NIPHpAcTaHUsA 3aBMTKA YIUHBIX DAKOBHMH, YKODOUEHHA M DagHaibHOH NCBHALMH MM3HHLUEB
[9,11].

TTatomopdonornyeckne M3MEHEHHs XapakTEpU3YIOTCs KapTHHOM BbIPAKEHHOrO akaHTo3a,
YMEPEHHOTO TUNiepKepaTo3a, 04aroBoro napakeparosa, MecTamy - nanwuiomarosa [1].
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B CBA3W C PEAKCCTHIO JAHHOTO IEPMATO3A NPEACTABNISET HHTEpEC HaOMoKaeMelil HaMy crryyal BHUD. Gonb-
wofi I1, 30 ner, obparunca B Mae 2000 rofia Ha KOHCY/IETATHBHEI NPHEM KAQEAPE! KOKHBIX M BCHEPHYECKHX 60-
ne3Hel.

AHAMHECTHYECKH YCTAHOBIICHO, 4TO PEBEHOK OT NepBoil GepeMEHHOCTH, NEPBLIX POJOR, HEAOHOWEHHSIH Ha 4
nenemu. TTopaxenye KoxXH 0OHAPYKHIOCH C POXKICHHA B BHIIE PHTHIHOMN TOHKOH “KOMNOMAHON™ MACHKH KE/ITOBATO-
xopuuHesoro useta. Msmenenws Obiiu Gonee BEIPDKEHBI Ha JIHLE, KUCTAX H CTONAX. Koska 3THX y4acTKOB Y HECKONB-
KO MEHeE - TYROBHIIA GbU1a PE3KO MMNEPEMUPOBAHA, OTEHHA, YIIH CBEPHYTE! B TPYGOUKY, BEKH BEIBCPHYTHL, POT CTA-
HyT. Yepes 2 HEIENH MUIEHKA HaYalla PAcTPECKHBATLCA HA KPYNHBIC MTACTHHBL, KOTOPHIC JIETko oTropramucs. K me-
CSYHOMY BO3PACTY YUIHBIE DAKOBHHBI PA3BEPHYIHCH, FKTPOTMOK H QuKCauus ryl UCHE3TH, OTCHHOCTL YMEHLIIKAACE.
JIo NSTMACTHETO BO3PAcTA JPHUTEMaA KOkH Gbina ApKaf YHHBEpCanbHad, 0cO0EHHO CTOHKO Aepxanach Ha ANCTANEHBIX
4aCTAX KOHEYHOCTeH, 3aT¢M Ha GONBIMHCTBE yHACTKOB YMEHBLUMIACh. B CBA3SH ¢ JTHM CTasa 3aMETHO#M [OBEPXHOCT-
Has MODINHHHCTOCTb KOKH, 0COGEHHO Ha CrubaTenbHbIX MOBEPXHOCTAX KOHCHYHOCTEN, HA KMCTAX, 1UEC, BCKAX, nby.
Mepnoanueckas ycunennas kchonuauna yepes 1-2 MeCala Bo3HHKaNa B nepatie 2-3 rO/a JKH3HK, B NOCHE/YIOLIAC
TOIBl OHa CTana AOABIATLCA PEXKE H ¢ MEHbLIEHR HHTCHCHBHOCTEIO.

OnpeneieHnol Ce30HHOCTH KOXHOTO TPOLECCa HE OTMEUCHO. Ho neproiecki BECHOM M JIETOM BOSHHKAIOT
YXYJIIEHHR COCTOSHHA: MOKPACHEHHE, PETEHIHA NOTA MO YEUIyiiKaMHu, MOBEIIICHHE TEMMEPATYpLI, ClaboCTs, Y0
CBOMCTREHHO RocAeaneMy 060CTpeHHIO, Bo3HHKIIEMY B anpene 2000 rona.

Jleunncs HEOMHOKPATHO B YibAHOBCKE M Mockse, 8 Tom uncne 8 [IHUKBH M3 P, rae anarxos nogrsep-
*IEH rHcronoratecky. Dddext or npopeacHHON Tepanuu B GONBITHHCTBE CITY4aeB OBIT HESHAYNTCIBHEIN.

SIB/ISETCA CAMHCTBEHHBIM PeOEHKOM B ceMbe. FlonoGHBIX GONBHEIX CPEIM POACTBEHHHKOB HeT. Mars 340posa.
Oren - Xponudeckuit ankoronuk. Bospact poxwrenedt 8 nepron 3auarust 28 u 27 net cooTBeTcTBeHHO. Jlo 3aMaTHA
oTell, paboTan BOAMTEAEM IPY30BOTO aBTOMOGHNA, HMMeEs JUIMTENbHBI! KOHTAKT C BEIXJIONHBIMH Fa3aMH, Ma3yToM K
MIPOMHMH XMMHYECKHMH COCAMHCHMAMH, KOTOPHIC MOMTH OKa3aTECA MOTEHLMANBHLIMU MyTareHamH. PoauTend B
KPOBHOPOACTBCHHOM Opake He COCTOAT.

Tokansueii cratyc. [lopakeHe koXH HOCHT reHEpanu30BaHHbIH Xapaktep. Brichinanus npeacTasneHst apkoi
IpHTEMOH 1 HE3HAYUTENBHOH OTCYHOCTHIO. DTH NPOABNICHHA OCOOEHHO BLID@KEHb! HA JMLE H AUCTANIBHBIX HaCTAX
KoHeuHocTel. OTMEYaeTes NOBEPXHOCTHAA MOPIUIMHHCTOCTE KOXKH, OCOGEHHO HA CrHOATeNbHBIX MOBEPXHOCTEX KO-
HEYHOCTEl, HA KHCTAX, Lee, Bekax, N6y. BHPAKEHHOr0 YTOMNEHHS KOXKY H IpyObIX MOpUIMH HET. FIMEIOTCA HEKoTO-
pas CTAHYTOCTb KOXHU JIMNA H WENYMICHHE Ha KpacHOH Kalime ry6.

KoxHEI TOKPOB MMEET BHPAKEHHYIO CKIOHHOCTS K Ikconnauun. Yelryiku TOHKHE H CBETIbE (KeNTOBATHIE,
CEpOBATBIC WM GebiE), AOCTATOMHO JErKO YRANAIOTCH NPH NOCKAGNHBAHMH, Kpas HX (ecTOHuaThie, HauGonee kpyr-
HBIC - Ha FONEHAX (10 1 cM B AMaMeTpe 1 Gonblue), MOYTH HE BAABAHBAIOTCS B KOXY, Ha FONEHAX UX PacrionoXeHHe
HMCET FOPH3OHTANLHYIO OPHEHTALMIO, Ha TYNOBHILE - BEpTHKANLHYIO. Ha TyloBHINE Wwenymenne, rasHeiM 06pasom,
oTpyOesuanoe. B 06nacTd Mynka MMEIOTCA MHOTOMUCICHHBIE TyGOKHE TPEWIMHGI, MHQHUABTPALMA, THREPEMUS H
MOKHYTHE.

TopaxeHst Kak SKCTEH3OPHBIE, TAK H (UIEKCOPHEIC MTOBEPXHOCTH KoHeuHocTeH. Ha nokrax, koneusx, s oGnactn
NYME3aNACTHEIX CYCTABOB KOMA MECTAMH YTOMIEHA ¢ AH(pY3HBIM rUnepkepaTo3oM, nceBaonuxeHndukatyei. don-
NMKYJAPHBIH THNEPKEPATO3 OTCYTCTBYET.

B 06nacTH NaxoBbiX ¥ MEKATOANYHON CKA/I0K OTMEHAIOTCH BHIPAKCHHBIE NOKPACHEHHE H HHOHILTPAUNA KO-
%M, KOTOPas CTUIONs TIOKPHTA CHHBLUIMMHCS B GNALIKY TTattylaMu H MatlepHpoBaHa. Koska nosioBoro 4ieHa HHGUIBT-
PUPOBAHA, CMODIIEHA, MOKPHITA MHOTOYHCNICHHEIMU uennyliko-kopkamh. TonoBka nennca ofHakaetca Ge3 3aTpyaHe-
HUA.

Koxa cron nopaxeHa no THIy “Hocok”. Ha nofomisax KOXHSIA PHCYHOK YCHIICH, BHIDOKEH FHNCPKEPaTos ©
MHOrOYMCAECHHBIMY TPEIIMHAMH, NAACTHHYATEIM wenyiuerueM. [TopakeHsl V HOTTeBbIE NNACTHHKY [0 THIEPTPOdH-
HECKOMY TUTTY.

Y GONBHOTO HMEIOTCA BTOPHYHBIE AEPMOIMATHUECKHUE ANCMOPMUH MU U CTUIMEI AMCIMOpHOreHesa: yulHEle
PaKOBHHBI €r0 HECOPA3MEPHO BEJIMKH, OTMEYACTCA ACHMMETPHYHAA (CEBA) HE3HAUMTENbHAA CMATOCTh BEPXHEH yac-
TH 3aBUTKA; YKTPOTIHOH HE3HAYHTENbHBIN, BHPDKEHHON MAKPOCTOMHH HET. 3aMeTeH Jierkuil Hapyknbiit 6nedapodu-
MO3 rna3. PeCHHLUb ¥ NaTepaibHbie 4acTh GpoBel OTCYTCTBYIOT COBEPHICHHO. VIMECTCA aCHMMETPHUS HOCOBBIX XOA08!
NeBBIH 3HaYMTENLHO Gosbwe npaBoro. Ha noaboponke Busyanusupyercs kpynuas T-oOpashas mopummHa. SI3pik
CKAANMATHI, HMEIOTCA aHOMANHH 3yBHOro paaa.

BuifiBAICHO HECKONIBKO CBOCOGPA3HOE CTPOCHHE KHCTE!H H CTOM: JIEBBIE KOHEYHOCTH HECKOILKO YUTHHEHSI, Y3-
Kue, a V Mansupl Ha HUX YKOPOYERB! ¢ paanansHoll nesmalyelt. KoctHbie CTPYKTYpEI IPAaBOro NpeAnsieybs BOAHOOG-
pasHo u3orHyTel. Ha rpe6eurkoBoii Koxe - THNEPKEpaTo3 B BUIC MIIOTHOM GaecTa el “KONRoAHIHON” IAEHKH ¢ Tpe-
WHHAMH, KOKA H3 KOHYMKAX MaIbLER HCTOHYEHA, ONIECTHT KaK NAKUPOBAHHAN, MATHIUIAPHBIE JHHHH 31ECh €11Ba 3a-
METHBI.

Ha sonocucToil 4acTH rofoBsl umeetcs anpdysnas 1 kpaesad (opuasuc) anoneuns; 1,2,3 HOrreBbie MWIACTHHEI
naneues 00euX KUCTel AMCTPOPHUHEI U KEITOrO UBETA, Ha HHX BH3YATH3HPYIOTCA HEMHOTOUHCIEHHBIE KORIOHUXIY,
STNOHUXUYM CNabo BuipakeH (Ha Gonbux nambuax soobie orcyTeTByeT). [ToTO- ¥ CANOOTACAEHHE CHUKEHEL.

Koucynsrauun creupanucros. Icuxuarp: ncuxoacTenuueckas NCUXONATHA, NEAArOrHYECKas 3anyuICHHOCTD,
TpEBOXKHO-NEnpeccusrsill cuiapoM. Odranemonor: runepMeTponHa Beicokol crenery o6oux rnas. OropuHONapuH-
TONOT: XPOHUNECKHE PHHHT H GapuHruT BHe 06ocTpeHHA. CTOMATONOr, aHOMaNUH 3yOHOMO pAsia - AUCTaNBHBIR NpU-
kyc. Boinmucka w3 Hcropuu Gone3HH ¢ npuinaracMbiMu  QoTorpadusMi NPOKOHCYNHTHPOBAHA EpMATONOIOM-
rexeTuxom, npopeccopom PMAIIO (r. Mocksa) K.H. Cyroposoi. [lnarto3 noaTeepiieH.

TpoBencHo feYeHHE: PETHHONA NANBMHTAT, BuTaMuubl Bl, B6, B12, ackopyTuH, 3KCTpakT anod, THocynsdat
HATPUA, FeMOJIE3, IEKCAMETA30H BHYTPHBEHHO KaneabHo 4 Mr Ne 5; MecTHO - 3% CannimiIoBas mMash, NPEAHH30NOHO-
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Bast Ma3b, BaHHb! C POMAIIKON. BHIIHCAH C HE3HAUMTENLHBIM KIMHHUECKUM YIyRilleHHEM: YMEHBIUIMUCE THITEPEMAS
H BHPOKEHHOCTS KchomuarHHbX dddropecueHumii.

Htrepec IAHHOTO CIysast COCTOMT B PEAKOCTH JAHHOTO AEPMATO33, YETKOM COOTBETCTBHHM 0CODCHHOCTEH 3360~
ICBaHKS Y NALMEHTA BCEM MATHOCTHHECKHM KpuTepHam BHHD, coueTanueM KOXKHOH CHMITOMATHKH C NICHXOMATH-
¢l MO3aHYHOrO THNA, FRNEPMETPONHEH BHCOKOH CTENEHH, XPOHHMCCKHM PHHHTOM M apuHruTOM BHE 00OCTPCHUA H
HATHYHEM JHOMANBHOTO (AHCTATLHONO) TIPHKYCa M TOPIMAHOCTH K MPOBOJHMON Tepanuy. MOXHO NpeanoaoKHTD,
YTO NPHIMHON BOSHUKHOBEHHs 3a00JcBaHMA ABHIACKH CBEXANA MYTAILHS Y OTUA, 00YCIOB/CHHAA UIHTE/bHEIM KOHTAK-
TOM B MPON3BOACTBEHHBIX YCIOBHAX ¢ BEIXJIONHEIMY Ta3aMi H Ma3YTOM Ha (oke XPOHUYECKOTO ANKOTofH3Ma, G0
Ccerperauys npH ayToCOMHO-PELIECCHBHOM HACTICIOBAHNH.
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THE INBORN NONBULLOSA (DRY) ICHTHYOSIFORM ERYTHRODERMIA CASE

E. A. KARASEV .
Department of Dermatology USU. Ulyanovsk, 432001, K. Libkneht st 1. Medical faculty

This issuc is devoted to the description of the unique case with inborn nonbullosa (dry) ichtiosiform erythro-
dermia (INIE).

The uniqueness of this case can be explained by low INIE incidence, surprising reason caused the case (natural
mutation), complete coincidence of the clinical manifestations with diagnostic criteria, dermatic, psychiatric, ophthal-
mic and dental symptoms combination and the skin status torpidity to the prescribed treatment.





