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IIMI'MEHTHASA KCEPOJIEPMA: HABJIIOAEHUE B IMHAMMKE

AHHOTAUUA

lMpeactaBneHa KnuHUYeckass KapTUHa, AWArHOCTUKa, NeYeHue W OCNOXHEeHWs pefko BCTpevalowerocs Ha-
cneacTtBeHHoro 3aboneBaHusi KOXW - NMUIMeHTHas Kcepoaepma y peﬁeHKa C y4eTOM [AaHHbIX nutepaTtypbl U

cobCTBEHHBIX HabnwaeHun aBTOPOB.

KniwoueBble cnoBa: nNUrMeHTHasi KCepoaepmus, 6onbHoM pe6eHOK, KnnHU4yeckasa KapThHa no craguam, Ha-

onogeHue B AuHamuke.

H UIMEHTHas KcepojepMa (CHHOHMMBI: IIHI-
MEHTHas arpoduyeckas ajJeHOMa, Mporpec-
CHPYIOIINI JICHTUKYJISIPHBIA MEJIaHO3, TMTMCHTHASs
arpodoepmusi, 3J10Ka4YCCTBEHHAS JICHTUIO) -
PEAKO BCTpeHaromeecs HacleJCTBEHHOE 3a0oiie-
BaHME KOXM, BBI3BAHHOE HAPYIICHHUEM CHCTEMbI
axkcim3nonHoi penapauuu JJHK u xapakrepusyio-
mieecs pasIMYHBIME CHMIITOMaMH IOpa)KeHUs
KOKH, TOBBIIICHHON 4yBCTBUTEILHOCTBIO K YJIBT-
padroICTOBOMY M3IIYUCHUIO M YAaCTOH CKIOHHOC-
ThIO K MaJIMrHU3alMu. B pesynbrate HapylieHus
BOCCTAHOBJICHHS TTIOBPEK/ICHHBIX YIbTpadHoIeTo-
BbIM u3sydenueM yuactkoB JJHK y GonbHbIX 110-
BBILIACTCS (POTOUYBCTBUTEIBHOCTD, @ ITOBPEK/IC-
HUSL KOKH, BBI3BAHHBIC YJIBTPa(HOICTOBBIM 00ITy-
YEHHEM, MPUBOJAT K Pa3BUTHIO OOJUIaTHOIO
npejapaka [1]. B GoablMHCTBE CiaydacB IHNEpBbIC
CHMIITOMBI 3a00JICBaHUA HOABIAIOTCA OT 6 Mec.
Ku3HM pedéuka 10 14-35 ner.

3abonesanue Brepsbie onucaHo I. Kaposi B
1870 r. mox Haszpanuem "melanosis-
lenticularisprogressiva". B nacrosiee Bpems yc-
TAHOBJICHO, YTO ITMIMEHTHAsI KCepojepMma Iepe-
JIaeTCs 10 ayTOCOMHO-IOMHHAHTHOMY THITYy Ha-
CIIC/IOBAHMsA, U 4YacToTa €€ B IONYJALUH COCTaB-
mser 4:100000 [2]. Druosorust u maroreHes 00-
JIe3HU M3YHYEHBl HE0CTATOYHO, XOTSl YCTAHOBJIE-
HO, YTO 93TO T'CHETHYECKU JICTCPMHHHMPOBAHHOE
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3abosieBaHME MMEET CEMEHHBIH XapakTep, yarie
BCTPEUACTCA LIPH KPOBHBIX Opakax M nepejgacres
ayTOCOMHBIM reHomom [3] .

Knnnnuecku paznuyaior 3 craguu 3abosesa-
nus. llepBas crajma XxapakTepusyeTcs IOsABIIE-
HHEM B pPaHHEM JIETCKOM BO3pacTe CBETOOOSI3HU
Y NOBBIIIEHHON CBETOYYBCTBUTEIILHOCTH. Y pe-
O0C¢Hka Ha (pOHE KparKOBPEMEHHOTO HAXOXKICHHA
Ha COJIHIIC BO3HMKAIOT KPacHOBATbIE IIATHA, I/C B
JajbHEHIIeM OTKIaaeIBaeTcs nmurMeHT. Ha koxke
OTKPBITHIX YacTel Tena (JIuua, Ied, KUCTeH, pas-
rudaresbHBIX TOBEPXHOCTEH NpPEAINICYH) TI0sB-
JIAKOTCA O6I/I.I1bHBlC IMMIMCHTHBIC IIsITHa (BGCHYI_II—
KH) TEMHO-KOPHYHEBOIO MM CBETJIO-KOPUYHEBOIO
1[BETA, IMaMETPOM /10 5 MM C HEPOBHBIMH Kpasi-
MH, a TAKXKE MEJIKHE IIJIOCKHE Hally/bl KEITOBa-
TOrO I[BETA, €/|Ba BBLICTYIAIOIIME HAJ| MOBEPXHOC-
ThIO KOXKM. B panpHeHIneM NpHCOEAHHAIOTCA
BOCIIAJIMTEIBHBIC M3MEHCHUA KOXKH B BHJIE CTOM-
KOW SPHUTEMBI, BBIPAXECHHOIO LICIYIUICHUS M TH-
HEPIUIMEHTALMH 110 TUITY "BECHYIIEK".

Ha BTopo#i ctajiuil TOMHUMO BBIICH3I0KEHHBIX
V3MEHEHHI, IPOUCXO/INT UCTOHYCHHE KOXKHU C MHO-
JKECTBCHHBIMH TEJICAHIMIKTA3MIMUA. ATpoduuec-
KHE 00JIACTH HAIIOMHMHAIOT CJIE/IbI OT O¥KOI'OB, YTO
co37aéT IIEPOXOBAaTOCTh. Berpeyarorcs Tpeniu-
HBI, KOPOUKH, M3bS3BJICHUS HA KOXE OTKPBITOH
yacTd Tena ¢ obpasoBanuem OopojaBuarbix pas-



Paspen |. COBpeMeHHbIe acCrekTbl HenpepbiBHOro MeanunHCKOro O6paSOBaHMﬂ
S

pactanui. Bropas cragus, KpoMe 3THX H3MEHE-
HUI XapaKTepHU3yeTcs elle MCTOHYCHUEM Xpsi-
el HOCa, YIIHBIX PAKOBHH, CYKEHHUEM POTOBOIO
OTBEPCTHsA, BBIBOPOTOM HJIM 3aBOPOTOM BEK,
KOHBIOHKTHBHTOM, KEPATUTOM, POIOBHYHBIM CHH-
JPOMOM.

Bropas crajus nepexoAuT B TPETBIO B IEPH-
o/ 1osioBoro cospesanus. [Ipu stom nHabmrona-
I0TCSL MHOJKECTBEHHBIC J00POKAYECCTBEHHBIE U 3710-
Ka4yeCTBEHHBIC OIYXOIM KoxH. Yame Bcero pas-
BHMBACTCH IUIOCKOKICTOUHBIA pak, peke — 0azalib-
HO-KJICTOUHbIH pak, emé pexe (3 %) — menaHo-
ma. Ectb panneie, 4ro ¢ pocrom 3adosieBacMo-
CTH 3J0KAaYECTBEHHBIMH OIIYXOJIAMHU KOXKH Pas3iHy-
HBIX THIIOB M MEJIAHOMOMH, 4acTOTa yBEaJIbHbIX
MEJIAHOM I71a3a B 3TOM IMOMYJISLMK YBEINYHBACT-
ca B 23 pasza [4]. B nureparype umeroTcs eam-
HUYHBIC COOOIICHUA O Pa3sBUTHU Y OOJIBHBIX ITHI-
MEHTHOW KcepojepMoit pudpocapkoM U aHruocap-
koM. Takke OTMEYEHO COYETaHHE YMCTBEHHOM
OTCTAJIOCTH, MHKpOUe(hainnu, HEHPOCEHCOPHOMH
TYrOyXOCTH, FMIT0- UK apeIeKCHH, CIIacTUYHOC-
TH, arakCuM, KapaukoBoctd u ap. IIpornocruyec-
KW HEOJaronpHATHBIM CYHTAIOT HAJIMYHE Ha KOXKE
MHOKECTBEHHBIX OOpozaByaThiXx 00pa3OBaHHH,
NPUBOAIIMX K PAHHEH MaIMIHU3ALMK U OBICTPO-
My OTJaJICHHOMY MeTracTa3upoBaHHio. boiee
110J0BHHBI OONBHBIX MOrHOAT B BO3pacTe 0
15 ner [5].

Mopdoaoruyecku yCTaHOBJICHBI 3JIEMEHTEI
aTpoMK M BOCIAJICHHUSA, IIMIMEHTalHsA 0a3ajibHO-
ro Ca0sl KOXH, a B MO3JHUX CTAAUIAX — 30HBI I'd-
nepkeparosza [6].

JluarHocTHKa OCHOBBIBACTCA Ha JaHHBIX aHAM-
He3a (paHHUH JETCKHH BO3PacT, CE30HHOCTB, I10-
BBILICHHAS! (POTOUYBCTBUTEIILHOCTD M JIp.), XapaK-
TEPHOI KJIMHUYECKOW KapTuHe (IOPaXKeHust OTKPbI-
TBIX YYaCTKOB KOKM TeJa), AaHHBIX L[UTO- W THC-
TOJOIMYECKOr0, a TAKXKE ICHETHYECKOro Hcclie-
J0BaHusl. YUUTBIBAsE KPAHHIOW PEAKOCTb MUIMEH-
THOH KCEpOAEPMBI B NPaKTHKE 0(TalIbMOJOIOB,
aBTOPBl  COWIM HYHBIM OIIMCAaTh CIy4aH IHI-
MEHTHOH KCEpPOJACPMBI B JIMHAMUKE.

Petenox T/, 2002 &. p., npOoKUBAIOIKUH B
[OxHo-Kazaxcranckoi odsiacTi, pojuiics OT BTO-
poii OepeMEHHOCTH M NEpBBIX PojoB. bepemen-
HOCTb M POjibI nporekanu Oe3 naronoruu. llepsas
OEpeMEHHOCTh Yy MarepH 3aKOHUMIACH CAMOIIPO-
M3BOJIBHBIM a0OPTOM. Y JIBOIOPOHBIX CECTED 0TI
pebeHka Koxa JvIa TeMHasi ¢ BecHylIKamu, 6e3
porosepmarosa.

B romoBanom BoO3pacrte BecHOW (ampenb
2003 r.) y pebeHKa MOABUINCH SPUTEMbI HA KOXKE
JM1IAa, BCKOPE OHHM IPEBPATHIMCH B BECHYIIKH,
KOTOPEIE IOCTENEHHO PACIPOCTPAHUINCH HA KOXKY
BEK, YLIHBIX PAKOBHH, IIEH, OTKPLITOH YacTH PyK
1 HOT. JlaHHbIE ABJICHUA 10 CHX TIOp COIPOBOXKA-
I0TCsL CBETOOOSA3HBIO, KOTOpas MCYE3aeT B HOY-
HOE BpEMA M B TeMHOM IomenieHud. OceHbio
HacTylaeT yJIyqlleHHe, i 3MMOH peOCHOK YyBCTBY-
er ceds HopmanbHo. C HACTYHJICHHEM BECHEI
HauuHaercss 00oCTpeHue mnpouecca.

IIpu nmepsom ocmorpe (2005 r.) ycraHOBICHSBI
peskast ceerobos3ub, Oiedapocnasm, ciaéoreue-
Hue Ha cBery. CBeToOOs3Hb HE YMEHBIIACTCHA
10CJIe MHCTA/UIALUMH IVIa3HBIX aHECTETUKOB, HO B
a0COJTIOTHOM TEMHOTE IPOXOUT CaMOIIPOH3BOJIb-
Ho. Ha koke jMua M 3ajHEH NOBEPXHOCTH LIEH
BY/IHB!I MHOTOUHMC/ICHHBIE MUTMEHTHPOBAHHBIE IT51T-
Ha, HAIOMMHAIOUIME BECHYIIKH. MHTEHCHBHOCTD
MUIMEHTALMK KM pa3Mepbl msareH paznuduel. O6-
HAPYKEHBI S/JMHUYHBIC 0Yard JUCKepaTro3a, aTpo-
(HuyecKre 30HBI KOKU C TEICAHTHIKTAZHAMH M
eMHNYHBIE OOpOjlaBYaTBIC Pa3pacTaHMs, TOKpPbI-
ThIe CyXOH KOpoykod. lIurmenranms koxu jauua
pacipocTpaHeHa HE TOJBKO Ha 00iacTH BEK M
MOUKH yXa, HO W Ha ry0ax, Ha KOTOPBIX MMEIOTCS
rnybokue tpewmnel. Koxka cyxas. KoHbIOHKTH-
BaJbHBIC COCY/IbI pacumpensl. Porosuia rnpospay-
Had, miajgkas (puc. 1). Ha ocHoBannm anamuesa
M THIHYHOH KIIMHHYECKOH KapTHHBI [I0CTaBJICH JAH-
arHo3: nurMmeHTHas kcepojepma I-II cremnenu.

[Tpn noBTOpHOM OCMOTpE (pHC. 2) uepes 5 aer
orMeueHa acummerpus auna. KomuuectBo mur-
MEHTHBIX ISTEH HA JMLE W lIee 3HAYUTEIBHO
YBEJIMYMIIOCH U 10 00BEMY M O pa3Mmepy, MHTCH-
CHBHOCTH OKpacky pazinnynas. Ha koxe 16a, Hoca,
OKOJIO KPBUIBEB HOCA, BHYTPEHHEr0 yIja Ija3a
HUMEIOTC 00pa3oBaHKs, MOKPBITHIC KPOBAHHUCTOH
kopoukor. Ha koxe ek, /16a, Hoca oOHapyKEHBI
0YaroBble M CIHMBHBIE YYaCTKH JICIIMIMEHTALHU C
MCTOHYCHHUEM KOXKH. YIIHBIE PakOBUHEI je(opmu-
poBanbl. Hyokusisi ryba BeIBEpHYyTa, a BEpXHSS -
npunyxiuas. [Ipogomkator Gecrokonts cBeTodo-
A3Hb, Onedapocnasm, cia30TeUeHHUEe Ha CBETY, 4TO
3aTPyAHACT HccienoBaHue 3peHua. KonbloHKTHBa
THIIEPEMUPOBAHA, POrOBHIIA HE OKpPalIMBAETCA
pactBopoM (Qunoopecuerna. [lo mecry kureis-
CTBA YacTh pa3pacTaHUi KOXKH yJaJcHa XUPYypru-
YeCKUM NyTéM. ['MCTOIOrMYeCKH yCTaHOBICHO
nobpokauecTBennoe HoBooOpaszosanue. [loayuen-
HBIC JIAHHBIC MOATBEPAWIN JMArHO3: IMHIMEHTHAs
kcepoaepma 1I-1II crenenmu.
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Puc. 1. CocrtoaHue koxu 6onbHOro
NMUrMEHTHOW KCepodepMUEN Npu NepBOM
ocmoTtpe (2005 r.)

B HACTOALCC BPEMA Ui JICUCHHS IMHIMCHT-
HOHM KCEpoJepMHH Ha3HAYCHbI MPOTHBOMAJIAPHI-
HbIE CPE/ACTBA, KOTOpbiC 00/1a7al0T MPOTHBOBOC-
MAJUTEIbHBIME U THIOCEHCHOMIM3UPYIOUMHU
cBoicTBaMK. PEKOMEH/I0BAaH KOMILIEKC BHTAMH-
HoB. O/IHAKO IOKa YTHONATOIeHETHYECKH HalpaB-
JICHHOE JICYEHHE MUIMEHTHOH KCEePOJAepPMBbI ITPaK-
THYECKH OTCYTCTBYET. B CBsI3M C 3TUM PEKOMEH-
JIOBAaHO MAKCUMaJIbHO OTPaHHYHTH IpeObiBaHME,
0COOECHHO B BECECHHE-JICTHEE BPEMs, Ha COJHIIE,
IPH BBIXO/IC HA YIMIY IOJIB30BaThCs (HOTO3ALINT-
HBIM KPEMOM, HOCHTH IIHPOKONOIYIO [UISAITY W
NaHaMKy, WJIH 30HT, IPUHUMATh IOJIMBHTAMUHBI,

Puc. 2. CocrtoaHue koxu 6onbHOro
NUrMEHTHON KcepogepMuen udepes 5 ner
(2010 r.)

AeceHcubwm3upyomue rnpenaparsl, HabIOAaTb-
Cs y AEpPMaro/iora, OHKOJIOra W o(TaabMOJIora.
XoTs 1pH IMUIMEHTHOH KCEPOJEPMHHU CTPAJIacT B
HEPBYIO OUEPE/Ib KOXKA OTKPBITOH YacTH TeJia, OHA
COYETACTCS C PA3IMUHBIMU BPOXKICHHBIMH 001~
mu 3a0oneBaHusAMH. Jl0BOJIBHO HacTO MEPEPOK-
JaeTCsl B 3JI0KAUYSCTBEHHLIC OMyXOIu, U OoibHbIE
JeTH Hepeako obpalaroTcs K opraasMoiIory u3-
3a cBeT00OA3HM M KOpPHEAJIBHOIo cuHapoma. B
CBSI3M C 9TUM aBTOPBI MPEACTABUIN K CBEJCHHIO
o(ransMo10roB amOyJIaTOPHO-TIOIMKIIMHUYECKOT 0
3BeHa Ooee MoAPOOHYIO KIMHUKY M TaKTHUKY Be-
JCHHS TaKUX MalMCHTOB.
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TYUIH
Makanajna agropiap aaeOHeTTep MEH ©3jCPiHIH KOPreHjepiHe CyHEHe OTBIPBI,TYKbIM KyalaiTblH,
CHpEK Ke3JeceTinTepi aypysl -Oajanapiarbl MMIMEHTTI KCEpPOJACPMaHbIH KIMHHKAILIK OeiHeci, jJuarto-
CTUKAChl, €M1 JKOHE ACKBIHY/IApBIH KEJITIPIeH.
Tyitinai ce3nep: nurMeHTTiK Kcepojepmusi, Haykac Oana, kesejep OOMbIHINA KIMHHMKAIBIK KOpiHic,
JMHAMUKAJIBIK Oakbliay.

SUMMARY

The article deals with the clinical aspects, diagnostics, treatment and complications of rare hereditary
skin disease, xerodermapigmentosum, in a child, including reference sources and own observations of the
authors.

Key words: xerodermapigmentosum, ill child, clinical aspects by stages, observation of changes.
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