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POCCWICKW XYPHAN KOXHBbIX 1 BEHEPVYECKX BONE3HEN

[1/10CKOKJIETOYHBIN PaK KOKU NMPH MUTMEHTHOMN
Kcepoaepme
Anvbanosa B.H.

Kadenpa xoxHBIX 1 BeHepuueckux Oome3Her (3aB. — mpod. O.FO. Omucosa) nedeOHOTO
thakynsrera 'BOY BIIO Ilepeiit MI'MY um. .M. CeuenoBa Munzapasa Poccun, 119991,
Mocksa

IInockoxknemounwlll pax Kodicu y OOIbHBIX NUSMEHMHOU KCepOOepMOtl OMAUYAemCs PAHHUM HAYAI0M, azpec-
CUBHBIM MmedeHuemM U ObICmpeIM Memacmaszuposanuem. Boamoocno npedomsepawjenue pazgumus noxade-
CMBEHHBIX ONyXo/ell npu panHell NOCMAaHO08Ke OUACHO3A U CIPO2OM OSPAHUYEHUU C8ENMO0BO20 B030EUCTNEUS
Ha kooicy. IIpedcmagneno onucanue Kiunuuecko2o Habaooenus pebenka 8 aenm ¢ MHOJICeCMEEeHHLIMU ONy-
XONAMU HA UYe C paspyuieHuem nooaeHcaujux KOCMHOU U Xpaujeoti mKauel u Memacmasami 8 pe2uoHap-
Hyvle numpamuueckue y3nvl. Ilepsas onyxonv 6osnuxna 6 4 2o0a, pacnpocmpanenue ¢ 5 iem. Ilposedennoe
Xupypeuueckoe Jieuenue, 6IUKOGOKYCHAS peHmeeHomepanusi, pOaKKymat, yukiogocgan ne ovinu d¢hpex-
MUBHDI.

KnoueBBle CII0Ba: nuemenmuas Kcepoaep/wa; NIOCKOKJLeMOYHbLL PAK KootcU, jederue; npod)uﬂakmum.

SQUAMOUS-CELL CANCER OF THE SKIN IN PIGMENTED XERODERMA
Albanova V.I.

[.M.Setchenov First Moscow State Medical University, 119991, Moscow, Russia

Squamous-cell carcinoma of the skin in patients with pigmented xeroderma is characterized by early onset,
aggressive course, and rapid metastatic growth. The development of malignant tumors can be prevented by
early diagnosis and stringent limitation of photoexposure of the skin. A clinical case is presented: an 8-year-
old child with multiple tumors on the face with destruction of the sublying bone and cartilage tissues and
metastases in the regional lymph nodes. The first tumor emerged at the age of 4 years, dissemination started

at 5. Surgery, close-focus X-ray therapy, roaccutan, and cyclophosphamide were ineffective.

Key words: pigmented xeroderma; squamous-cell carcinoma of the skin, therapy, prevention.

Cpenu Bcex 37I0KaUECTBEHHBIX OIMYXOJIEH pak KOXKH
cocTaisieT okono 10%. CTpagaroT npeuMynieCTBEHHO
JMLa TOXWIOro Bodpacta. Cpean NPUYUH, BBI3BIBAO-
LIMX 3JI0KaYE€CTBEHHBIE OITyXOJIH KOXH, Ha IEPBOM Me-
CTE CTOUT M30BITOYHOE YNBTpadroIeTOBOE OOIydeHHE
(YDO). D10 nokaspiBaet ToT Qakt, uto mout 90% ciy-
YyaeB paka KOXKM Pa3BUBAaeTCS HA OTKPBITHIX ydacTKax
Tena (ML, mes), KOTOpble Hanbojee yacTo MojABepra-
toTcst obmyuenuto [1]. B curyanusix, korga penaparus-
Hasl cUcTeMa KOKHM Ae(eKkTHa M He MOXKET BOCCTaHaB-
nuBaTh noBpexJaeHHyo Y®-uznyuenuem JJHK kierox
SMMICPMHCA, OIYXOIHU BO3HUKAIOT 3HAYUTENIBHO pPaHb-
11e, B IETCKOM Bo3pacTte. Kiaccuuecknum mpuMepom siB-
nsetcs murMmeHTHas kceponaepma (I1K) — peaxoe rene-
THYECKoe 3a00JIeBaHNE, CBI3aHHOE C OTCYTCTBHUEM WIIH
MaJIOi aKTUBHOCTBIO (DEPMEHTOB, 00ECIICUNBAIOIIIX Pe-
napauuto JIHK npu ee nospexnennn Y®-uznydeHnem.
Bonpias yacte ciaydaeB — pe3yabTaT MyTalMid B TeHax
XPC, ERCC2 u POLH [2]. Ilpu HenocTaTOYHON 3a1uTe
oT Y®-nyueit B crpykrype JJHK npoucxonast nmoBpex-
JICHHSI Yallle BCETO B BUE CO3JaHMSI THMUHOBBIX JAUMeE-
poB. B HOpMasibHOW KOXKE MPOUCXOJUT IKCLU3UOHHAS
penapanus HyKJI€OTHIOB — IMOBPEKACHNUS PaclO3HAIOT-
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csl, Janee MPOUCXOIUT MHIM3HA (Hagpe3aHue) ydacTka
e JIHK ¢ o0Gewx cTOpoH OT MOBpEXICHUS, 3aTeM
9KCUM3Hs (BBIpE3aHKE) MOBPEKICHHOTO ydacTka. O0-
pasyronasics B Mojekyie penapupyemoit JIHK onnorie-
rovevHasi Opeliib Jlayiee 3anonHsercs ¢ nomoribo JJHK-
nosmMepasbl U B 3aBepiieHue pa3pbi JJHK cimBaercs. B
3TOM TIpoliecce MPUHUMAIOT Y4acTHe He MeHee 7 pa3ind-
HbIX (hepmenTtoB. Ilpu IIK penmaparmum moBpexaeHHOTO
ydacTka He mpoucxofut. Co BpeMeHeM MOBPEKIEHHBIX
Y@-nyyamu yuactros JJHK cranoBurcs Bce Oosplie, 4To
MIPUBOANT K Pa3BUTHIO ommyxoned. CuurTaercs, 4To st
3JI0KaYE€CTBEHHOTO MEPEPOKACHHUS KIETKH HEOOXOAUMO
5-10 myrammit B JIHK B wiroueBbix reHax (p33, pRb,
mdm2, ras wn nap.) [3]. Onyxonu nipu [1K pa3suBarorcs
B CPEJHEM B BOCBMIJIETHEM BO3PACTe, YTO MPUMEPHO HA
50 net pansbiue, yeM B nomyasiuu [4]. Cpeau omyxonei
KO)KM HanOoJiee 4acTO BCTPEYAETCs ILIOCKOKIIETOUHBIN
pak, HO BO3MOYKHO pa3BUTHE 0a3aIbHO-KJIETOYHOTO paKa
n MenaHoMmbl. OmyONIMKOBaHBI CIIydyad COYETAHUsI BCEX
Tpex TUMOB omyxonei y 6onpHbIX 1K [5, 6].

[IpuBoaMM KIMHUYECKOE HAOTIONEHUE PAHHETO pas-
BUTHS MHOXKECTBEHHBIX OIMYXOJeH KOKH y peOCHKa,
ctpanaromiero [TK.

Manpuuk T., 8 jer, jxano0bl Ha MOCTOSHHYIO TOJIOBHYIO 0OJIb,
00JIb B NIPAaBOM yXe, CHIDKCHHE CIIyXa Ha IIPaBOe yXoO, CJlaboCThb,
ycranoctb. bonpHO# mpoxkuBaer B Cpenneit Asuu. PebeHok ot
BTOPOIl HOPMAJIbHO IMpPOTEKaBIIEH OEpeMEHHOCTH, POABI B CPOK,
camocTosTensHble. B cembe Gonbubix [IK Her, poxutenn pebden-
Ka HE CBA3aHBI KPOBHBIM pOACTBOM. lIpum pokaeHMM Macca Tena
2900 1, poct 50 cm. PanHuii HeoHaTa bHBIA aHaMHe3 0e3 0COOeH-
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HocTell. C 6-MecsYHOro Bo3pacTta 3aMedeHa CBeTo00sI3Hb, ¢ 1,5 et
MOSIBUIINCh MHOXKECTBEHHBIE NMMTMEHTHBIC MSTHA THUIIA BECHYIIEK
Ha JIMIE, BOJIOCHCTON YacTH TOJOBBI, BEPXHEH UacTH TYNOBMINA,
IIeyax, MpeArvIeubsx U KUCTIX. PexoMenioBaHo n3berars coHe-
HOTO OOIy4eHHsI, IPUMEHATh COJIHIIE3AIINUTHEIE CPeACTBa. B BO3-
pacte 4 neT BIEepBbIe MOSBUIACH OMYXOJb Ha MPaBOM BEKe, MPO-
U3BEJICHO XMPYpPrHYecKoe yaajeHue Omyxoid. ['mcroiormueckoe
3aKIIIOUCHUE: TIOCKOKIETOUHBIN pak. Uepe3 HEeCKOIbKO MeEcCsIIeB
MoCIe XUPYPTUUecKOro Je4eHHUsl Ha JIHIE TOSBUIOCh HECKONIBKO
OITyXOJICBH/IHBIX pa3pacTaHnii. PeOCHOK HEOJHOKPATHO HAXOAUIICS
Ha CTAI[MOHAPHOM JICYCHUH C JUArHO30M IHIMEHTHOW KCepoaep-
MBI [IpoBonMIOCH IeueHNe aeBUTOM, MIPOCHHINHOBOI Ma3bpio 6e3
a¢dexra. B Bozpacre 5 u 7 ner (2011 u 2013 rr.) oTaenbHbIe oIry-
XOJIM XMPYPTHUESCKH YHAJSUTH, THCTOJIOTHYSCKH KaXIbIi pa3 ana-
THOCTUPOBAH IJIOCKOKJIETOYHBIM OporopeBaromuii pak. B 7-met-
HEM BO3pacTe MPOBEICHO JICYCHNE POAKKYTAHOM B J103€ 25 MI/CYT,
ukiiodochanoM BHYTPUMBIIIEYHO (B/M) B CyTOYHO# 103e 150 Mmr,
HapyXXHO NPUMEHSUIN MPUMOYKH C PACTBOPOM STaKpUAMHA JIAKTa-
Ta, QYKOPUIUH, aKpUAEPM TeHTa 0e3 MOJOKUTEIbHON JTUHAMHKH.
26.06.13 B3s711 OMOTICHIO KOXKH U3 00J1aCTH OIyXOJIH Ha JIEBOH IO-
JIOBUHE JHIA. [ MCTOMOrnYecKkoe 3aKII0UeHNe — II0CKOKJICTOUHBIH
oporoseBatomuid pak koxu. C 22.12.13 mo 03.01.14 npoBoaunu
peHTreHoTepanuio Ha O6muskodokxycHom ammapare B COJ[ 30 Ip,
KOHCTAaTHPOBAaH JIN3UC OMyXoJeBbIXx obpaszoBanuil. C 12.02.13 mo
03.03.14 moBTopHs1ii kypc B CO/l 35 I'p. B aBrycre 2014 1. pebeHOK
obu1 00cienoBan B ®I'BY ®HKI] geTckoit reMaroorum, OHKOJIO-
ruu U uMmmyHosoruu uMm. Jimutpus Porauesa Munsapasa Poccuu.
IIpoBeneHo HapyKHOE JICUCHHE: IPOMBIBAHHE SI3B PAaCTBOPOM MHU-
pPaMUCTHHA, aCENITHUECKUE MOBA3KM C Ma3sMHU JIEBOMEKOJb, OeTa-
JIMH, aTpaBMaTH4YeCKHUEe PaHEeBbIC MOKPBITHS OpaHONMHI, aTpayMaH
¢ cepeOpoM.

Ilepenecennslie 3a0o0neBanus: B Bo3pacTe 6 JIET MaJIBYUK ObLT COUT
MaIlIMHOH, TTOYYIIT YePEeITHO-MO3TOBYIO TPAaBMY, OCJIE YETO Pa3BUIIHCh
MOCTTPaBMATHYECKAs SHIE(AIONATHS U TOCTTPaBMATHIECKUH pyOIo-
BBl BEIBOPOT HIKHHX BEK C 00X CTOPOH, TAK/KE TIPOBOJIUIIH JIEUEHHE
IIUTOMETAJIOBUPYCHOH MHpeKIrn 1uKinopepoHoM B jo3e 1,3 Mr moj-
KOXHO (I/K).

Pesynbrarsl o6cnenoBanus: Y3U mumdaTudeckux y3ioB men oT
31.07.14: crpaBa u ciieBa ONPENENISIOTCS MHOXKECTBEHHBIC JTUM(a-
THUYECKHE y37IbI; CIIPaBa MOAYETIOCTHBIE ¢ MAKCHMAIILHBIM Pa3MepoOM
17x9mm, nepennenieiinsie—8,5x4mm, 3aanemeiinbie— 1 1 x4 MM, caeBa
MOTYEITIOCTHBIE — 12X9 MM, nepeHeIeiiHble (eJUHIYHEIE) — 6X2 MM,
3agHenteriHbie — 10,5%3,5 Mm. [TonKo)KHO BH3YaTH3HPYIOTCS MHOXKE-
CTBEHHBIE BEHO3HbIE KOJIATEPAIIH.

KT ronossr u ronosHoro mosra ot 04.08.14 — oObeMHBIE MsT-
KOTKaHHbIE 00pa30BaHMS JHI[A C MHOXECTBEHHOH AECTpyKIHEH
MPUJICKAINUX KOCTHBIX CTPYKTYp. YMEHbILICHUE pa3MepoB Oapaban-
HBIX TOJIOCTeH ¢ 00enX CTOPOH. J[OTONHUTENBHBIN MSTKOTKaHHBIH
KOMITOHEHT B IIPOCBETE INPABOTO CIyXOBOTO mpoxoxa. Ilatomoru-
YEeCKOe COIEPKMMOE B €AMHUYHBIX sSUeHKax MPaBOTO COCIIEBUJHO-
ro orpoctka. Jlnmpanenonarus men. MPT ronossr ot 06.08.14. —
oOpa3oBaHHE B MATKHX TKaHSIX TOJOBBI CIIpaBa C IpU3HAKAMU
pacipocTpaHeHust B 00JacTh NMPaBOil KPBUIOHEOHOM SMKH, JaTe-
paJbHBIE OTAEINBI IPAaBOH INIA3HUIBI, Yepe3 JIaTepalibHyl0 CTEHKY B
MOJIOCTh INpaBod raiimMopoBoi nazyxu. MPT markux Tkanedl meu
or 07.08.14 — B MATKHMX TKaHSX JIATEPAIbHBIX OT/IENIOB LIEH U OKO-
JIOYIIHBIX 00JacTell MHOXXECTBEHHBIE MSTKOTKAHHBIE 00pa30BaHHS
OKPYIIOH M HENpaBHIBHO-OKPYIIOH (DOPMBI, HOCTATOYHO HWHTEH-
CHBHO HaKaIlIMBAIOIIHE KOHTPACTHOE BEIECTBO; CIIPaBa Pa3MepoM
MakcumMaiibHo 10 2x%1,5%1,1 cm, cieBa auamerpom o 1-1,2 cm
— BEpOSATHEE BCETO, MMM(ATHIECKHE Y3IIBL.

Koncynwramus JIOP ot 14.08.2014: ¢popma Hoca pyOI110BO H3Me-
HEHa, Ha KOKe HOCa 53Ba C y4aCTKOM HEKPO03a; POT IPAKTHUECKH He
OTKpBIBACT U3-3a OOJICBOTO CHHAPOMA, CIIM3UCTast 000JI0UKa ITOJI0CTH
pTa, A3BIK, TBepOe HEOO HEe M3MEHEHBI; Aedopmanus mpaBoil yI-
HOW PaKOBHMHBI C 30HOH HEKPO3a, BEIpaXKEHHAs! O0JIE3HEHHOCTD TIPH
Magblanyy. 3aKI0ueHNe: MOCTIYIeBOH NePUXOHAPUT MPaBOH yII-
HOI1 pakoBHHBI. Jeopmaliyst Hapy»KHOTO HOCA M3-3a MOCT-Ty4eBOr0
XOHJIPONEPUXOHPUTA, COCTOSIHUE ociie JaydeBoil Tepanuu B CO/]
65 I'p.

Penrtrenorpadus opraHoB rpyfHON KJIETKH B NPSIMOH NpOEK-
uu oT 31.07.14: 6e3 oyaroBo-uH(OUIBTPATUBHON TATOIOTHH.

Koncynpbramus xupypra ot 04.08.14: cucremMbl KOCTHO-MBIIIEY-
Hasl, IbIXaTebHas, MUIIEeBAPUTEIbHAS, MOUEBBIACIUTENbHAS, KPOBO-
oOpareHus 6e3 0COOEHHOCTEH.

lucronormyeckoe onmcanune marepuana 2368/13 or 04.08.14: B
JIOCTaBJIGHHOM Marepuae GpparMeHT TKaHH, TOKPBIThI MHOTOCJION-
HBIM IIJIOCKUM STHUTENIMEM C BRIPQKCHHOM AncITazueid. Brioyop mon-
Je)aIieil TKaH! OT AMUTENHUS TSHYTCS TSHKU KPYITHBIX KJIETOK, B KO-
TOPBIX OTMEUAETCSI SIPKast siiepHast aTUIIMS U BHICOKAsi MUTOTHYECKAsT
AKTUBHOCTh (IPEUMYILECTBEHHO 3a CUET MaTOJOTHUECKHX (GHTyp
MHTO030B). OTICaHHBIE KIETKH TAKXKe PACTIONOKEHBI MEITKIMH CKO-
IUICHUSIMU B TOJIIE TKaHU MM TOHKHMH LETOYKaMH. MHUKPOOKpY-
KeHHne (OPMHPYET IEMEHTHI BOCHIAIUTEIBLHOTO psijia ¥ HeOoIbIIoe
KOJIMYECTBO THCTHOLUUTOB. BHU3yanm3mpyioTcs MHOTOYHCICHHBIE
TaK Ha3bIBaEMBbIC POTOBEIE )KEMUYKHHBI. [IpoBeneHo MMMyHOTHCTO-
xumuueckoe uccnenosanue ¢ CK34BE12, CKS/6, p53, HPV (6, 11,
16, 18), EGFR, Ki-67. [1aronornueckne 31eMEHTHI SKCIIPECCUPYIOT
CK34BE12, CK5/6, p53. IlpomudeparuBHas akTHBHOCTH 1o Ki-67
—100%. Peakiiuu ¢ ocTalIbHLIMU aHTUTEIAMHU HEraTUBHEL. 3aKJIroue-
HHE: TJIOCKOKJIETOYHAsl OPOTOBEBAIOIAs KapLIHHOMA.

Koncynsrammsa opransmonora ot 14.08.2014: Vis OD 0,08, Vis
OS — oneHUTH He yHanoch (CHHEeXus). B Hapy)XHOM OT/Iere mo/ras-
HuuHOU obnactu OD oObeMHOE 0OpasoBanue. [T1a3Has 1elb Pe3KO
cyxeHa 3a cuet nedopmaruu Bek. OS — pyOrioBast neopmarus Bek,
KOPHEOKOHBIOHKTHBAIbHASl CHHEXHUS, IONHOCTBIO 3aKPBIBAIOIIAst
3padok. 3axiodeHue: odpazosanue opoutel OD, nedopmanus Bek,
KOPHEOKOHBIOHKTHBAJIbHAsI cuHexus OS.

I[Mocne obcnenoBanys MpeaIoKeHa MATHATHBHAS TEPAIHsL.

Jloxkanvruvii cmamyc. Koxa cMmyriiasi, BOJIOCE TeMHBIE, (OTOTUTT
III-IV. MHOXECTBEHHbIE TEMHO- M CBETJIO-KOPUYHEBBIE IATHA pa3-
HOTO pa3mMepa (10 3—5 MM), PacroIOKEHHBIE Ha BOJIOCHCTON 4acTH
TOJIOBHI, IlIee, BEpXHEH JaCTH TYJIOBHIIA, pyKax (IUICUH, IPE/IIedbs,
TBUI KUCTeH) (CM. PHCYHOK, ¢, 6) 1 Horax (rojneHd, Thul cron). Ha
3a/iHel MOBEPXHOCTH IIIEU TEMHBIE MIATHA YEPETyIOTCSl CO CBETIIBIMH,
MMEIOTCSl YIaCTKH THIIEPKEPaTo3a M aTpopuu KOXH (CM. PHCYHOK,
6). Ha romose xoxa arpoduunas; auddysHoe pazpexeHue BOIOC,
OTCYTCTBHE POCTa BOJIOC B TEMEHHOM M IPABOi BUCOYHON 00IaCTIX
(CM. PHCYHOK, 2).

Koska numa oreyna, 0COOCHHO BOKpYT IM1a3 (CM. PHCY-HOK, O).
Ha mekax, nogdopojke, 10y MHOKECTBEHHBIE TMTMEHTHBIC TIATHA
OKpYIJIONH M OBaJbHOW (OPMBI Pa3HOTO pa3Mmepa, y4acTKH THIep-
Keparo3a M >KeITOBaTO-KOPUYHEBHIE Kopouku. Koxka crnmHKM HOca
U 3a IIPaBBIM yXOM arpoduyHasi, cyxas, JIMIIeHa MUrMeHTa. B npa-
BOI BHCOYHOIT 00NacTH M Ha II[eKe OKPYyIIas OMyXOjb JHaMETPOM
6—7 cM ¢ mIyOOKOM sI3BOM pa3MepoM 3x2x2 cM B IEHTpE, Ha JHE
SI3BBI BSUTBIE TPAHYJSIIUM M YY9acTKH HEKPO3a, HeOOJBIIOe KOJIHdYe-
CTBO THOIHOTO OTJENSIEMOro, MO KpasM pa3pacTaHHs OITyXOJEBOW
TKaHN B BHJE JIETKO KPOBOTOYAIIETO IUIOTHOTO BallMKa, MOKPBITO-
TO KEJITOBAaTOM KOPOYKOW (CM. PHCYHOK, ¢). Ha 10y cmpaBa sk30-
¢uTHas omyxoib pazMepoM 2X1x1 cM ¢ HepoOBHOIT OyrpucToit mo-
BEPXHOCTBIO, YACTUYHO MOKPBITasl KEJITO-KOPUUHEBONH KOPOUKOM.
CxomHoe oOpazoBaHue pa3MepoM 2x1x1 cM mMeeTcs B J€BOM J100-
HO-BHCOYHOI 00nacTh (cM. pHCYHOK, oic). Ha mpaBoM HIKHEM Beke
C HEepexojioM Ha IIeKy Oyrpucrasi jojbyarasi OImyXoJb INIOTHOAJIA-
CTHYECKOM KOHCUCTEHIIMU C YaCTHUYHO U3BA3BICHHOW U MOKPBITON
TOJICTON KPOBSIHUCTOW KOPKOW MOBEPXHOCTBIO pazmepoM 3x1x1 cm.
YacTh NMOBEPXHOCTH OIyXOJIM MaleprpoBaHa H3-3a ITOCTOSHHOTO
cie30oTeueHus (CM. PUCYHOK, 0). IIpaBas ymnas pakoBuHa nedop-
MHpOBaHa, €¢ BHYTPEHHSS MOBEPXHOCTH M3BA3BICHA M IMOKPHITA
KOpOUKO#l (CM. pHCYHOK, 3). Ha HmxHell rybe okpyrioe 1oTHoe
HarUUIOMaTO3HOE OIMYXOJIEBUAHOE 00pa30BaHUE, MOKPBITOE HKEI-
TOBaTOW KOPOUKOi pazmepoM 0,8 cM (CM. pUCYHOK, O).

Takum oOpa3oM, y peOeHKa HMEIOTCS TUIHYHBIC KOXKHBIC
nposisiiennst [IK B Buje THNEpIUrMEHTUPOBAHHBIX IISITEH, MOI-
KUJIOAEPMHHY, aTpO(pUU Ha OTKPBITHIX YdYacTKax KOKH. MHOxe-
CTBEHHBIE 3JI0KAUECTBEHHBIC 9K30- U SHAO(UTHBIC OIyXOIH C H3b-
SI3BJIGHHEM, NTPOpAacTaHUEM B MOUIEKAIINE TKaHU C pa3pylIeHHEM
KOCTHBIX CTPYKTYp Ha Juie. MeracTasbl OIyXoJieil B perHOHapHbIE

9
LY |



POCCWICKW XYPHAN KOXHbIX 1 BEHEPUYECKINX BONE3HEN

boanpnoi#t T.IlurmentHas kcepoaepma.

@ — KOXKa CMyTJIasi, MHOJKECTBCHHbBIE TEMHO- U CBETJIO-KOPHYHEBBIC IIATHA PA3HOTO pa3Mepa Ha MPEAINICYbsX; 6 — MEJIKHE THICPIUTMECHTUPOBAHHBIC IISITHA HA
TBUIC KACTEH; 6 — YepeloBaHIe TeMHBIX U CBETIIBIX IITEH, YUIaCTKU THIIepKepaTo3a U aTpo(iy KOXKHU Ha 3aHeil MOBepHOCTH HIeH; 2 — Tu(p(y3HOE paspeskeHHe
BOJIOC, OTCYTCTBHE POCTa BOJIOC B TEMEHHOH OOJACTH BOJIOCHCTOW YacTH TOJOBBI; O — KOXKa JIMI[A OTEYHA, MHOKECTBCHHBIE MEJIKHE IHTMEHTHBIC IISTHA,
YYaCTKH THIIEPKEpPaTo3a M JKENTOBATO-KOPHYHEBBIC KOPOUYKM; KOXKa CIHMHKH HOCa aTpoMvHa, JIUIICHA IHIMEHTA; HA HIDKHEM BEKe OyrpucTas Aoibdaras
OITyXOJIb C YaCTHYHO U3BSI3BICHHOI U IIOKPHITOH TOJICTOH KPOBSIHUCTOH KOPKOH ITOBEPXHOCTBIO, 4aCTh €€ MAIlepUPOBAHA H3-3a IOCTOSHHOTO CIIC30TEUCHHST; HOC
Jie(hopMUPOBaH; HA HIKHEH Ty0e manuuioMaTo3Hoe 0Opa3oBaHue, IIOKPBITOE KEITOBATOH KOPOUKOMH; € — OKPYIJIast OITyX0JIb C IITyOOKO#t sI3BOii B IEHTpE, Ha JIHE
SI3BBI BSUJIBIC TPAHYISLHHN, HEOONBIIOE KOJNYECTBO THOMHOIO OT/EIAEMOr0, O KpasiM pa3pacTaHHs OIMyXOJICBOIl TKAHW B BH/E IUIOTHOTO BAJMKA, MOKPBITOTO
JKEJITOBATON KOPOUKOM; Jic — B JICBOM JIOOHO-BHCOYHON 00NIACTH dK30(DPUTHAS OIyXONIb C OYTPUCTOH ITOBEPXHOCTHIO, YACTHYHO ITOKPBITAs JKENTO-KOPHIHEBOU
KOPOUYKOIi; 3 — paBasi yIIHasi pakoBUHa Jie(OPMUPOBaHa, €e BHYTPEHHsIS TOBEPXHOCTh H3bsA3BIICHA U TIOKPBITA KOPOUKOi. 3a yXOM y4acTOK pyOIl0BOi arpodun
KOXXU, JIMIICHHBIA MTUTMEHTA.
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aumdarndeckue y3ibl. [lobouHoe feiicTBHE Ty4eBOi Teparnuy B BUIC
aTpoduu KOXKH, OTCYTCTBHSI POCTa BOJIOC, Pa3pyIICHHS XPSIIEBON
TKaHU HOCA U YITHOH PaKOBHHBI.

Oo6cy:xkneHue

[IK — penxoe, Tsbkenoe, ornacHoe A *KU3HU T'eHe-
THyeckoe 3abosieBanue. K HacTosimeMy BpeMeHHM W3-
BectHO 8 dopMm IIK (rpymnmsel KOMIUIEMEHTAMH) — OT
XP-A o XP-G u XP variant (XP-V), kaxxaas u3 KOTO-
PBIX COOTBETCTBYET OHOMY M3 8 Ne()EKTHBIX T€HOB, U3
HHUX 7 OTBETCTBEHHBI 32 CUHTE3 OCJIKOB, 00€CIIeUYnBalo0-
LIMX TPOLECC 3KCUU3NOHHOHN penapanuu HyKJIeOTHIO0B,
a onuH — 3a cuHTe3 [JJHK-nonumMepassl 1, BOBIEUEHHON
B perunkanuio JIHK [2, 7]. TIK xapakTtepusyercs BbI-
COKOH YyBCTBUTEJIBHOCTBIO K COJHEYHOMY CBETY, ITHI-
MEHTHBIMH BBICBIITAHUSMH THIIA JEHTUTO HA OTKPBITBIX
y4acTKaxX KOXKH, IOMKHIIOJEPMHUEN U BBICOKUM PUCKOM
BO3HUKHOBCHHMS 3JI0KaYECTBEHHBIX OITyXOJIeH KOXH. Y
YacTH MAaLUEHTOB HAOIIOAAETCS] HEBPOIOTUYECKAs CHM-
nTomMathka. B paBHOU Mepe 3a00neBarOT >KEHIIUHBI U
MY>KYHMHBI, JTIOIU Pa3HBIX pac B Pa3HbIX CTPaHaX.

[lepBeiM mpu3HaKoMm 3abosneBanus B 60% ciydaes
[1K ObIBaeT BBICOKAsi YyBCTBUTEIBHOCTh K COJIHEUHOMY
cBety [8]. B Bo3pacTe HeCKOJIbKUX HEJICIIb Y peOCHKa 110~
SBJISIETCS] DPUTEMA JINIA, TT0X0XKasi Ha COJTHEUHBIH OXKOT,
HO NPOXOJUT OHA OYEHb JOJITO — 10 2—3 Hed. Y Takux
JeTel Jaxe MpH MUHUMAaJbHOM OOJTYYEHHH COJHIIEM
MOTYT BO3HHMKHYTH ITy3BIpH Ha (OHE IPUTEMBI (OXKOT
2-it crenienn). [Ipu oTcyTCTBHM aHAMHECTHYECKUX JIaH-
HBIX 0 Hanmunu B cembe [1K 3amomo3puts 3aboneBanue
oueHb TpynHo. B 40% ciydaeB HHUKakMX TPHU3HAKOB
(hOTOUYBCTBUTENBHOCTH HET. JlnarHo3 cTaHOBUTCS O4e-
BUIHBIM 3HAYUTEIBHO MO3kKe, Ommxke K 1-2-metHemy
BO3pACTy, KOrJa TMOSIBISIOTCS TMIIEPIUTMEHTHPOBAH-
HbIE TISATHA THIA BECHYIIEK Ha OONydaeMBIX COJHIEM
ydacTKax Koku. YacTo OZHOBPEMEHHO OOHApPY>KUBAIOT
cBETOOOSI3Hb, KEPAaTOKOHBIOHKTUBHT, Onedaput, 4TO
oOyerdaer MOCTaHOBKY AuarHosa. [lopaxenue a3 co
BPEMEHEM CTaHOBUTCSI 0OJ€e Cepbe3HBIM — KEPaTHT,
IIOMYTHEHHE POTOBMIIBI, €€ BACKYJspHU3alMsl, 3J0Kade-
cTBeHHbIe omyxoiu [9]. YV 20% GonbHBIX ¢ 2 JIeT U cTap-
111€ pa3BUBACTCS HEBPOJIOIMYECKasi CHUMITOMATHUKA (IIPO-
rpeccupyolas yXxoTa, aTakCusl, THIIO- U apegIieKcus,
HapyIleHus 3peHusi) U nepuuut uatemiekra [10].

Co BpeMeHeM cpequ THIEePIUTMEHTHPOBAHHBIX TIs-
TEH HOSBJISIOTCS THIIOTUTMEHTHPOBAHHBIE, KOXKa IOCTE-
MIEHHO CTAHOBUTCS CyXOi, rpy0oii u arpoduunoii. Xa-
paxkTepHbl aTpodusi ¥ THIIONMUTMEHTALNS KOKH CITUHKH
HOCa M OTCYTCTBUE IMTMEHTHBIX MATEH 1OJ oA00poa-
koM. IlosiBiieHHEe MHOXKECTBEHHBIX THIIEPKEPAaTOTHYC-
CKHUX ¥ 00pO/IaBuaThIX 00pa30BaHUii Ha KOXKE paccMaTpu-
BAeTCs Kak IpeIpakoBoe cocTosiHUE. B panHem Bo3pacTe
BO3HMKAIOT Pa3HbIE 3JI0KAUECTBEHHBIC 00pa30BaHUs Ha
MOPaKCHHBIX yYacTKaxX KOXKH — 0a3aJIbHO-KJIETOYHBINA 1
TUTOCKOKJIETOYHBIN pak, MelaHoMa. 3JI0KadyeCTBEHHBIE
SIUTETHABHBIE OITyXOJMU KOKH (0a3aabHO- M IIIOCKO-
KJICTOYHBIN pak) Bo3HUKaIOT y O0onpHbIX 11K 1o 20 jer
B 10 000 pa3 uame, menanomsl — B 2000 pa3, ueMm y
3JIOPOBBIX JIFO/IEH TOW e Bo3pacTHOM rpymmsl [8, 10].
Bo3MoxHO MosiBIIeHNE NPEIPAKOBBIX COCTOSHUN U OITy-
XONlel Ha cIAM3HCTON 000JI0YKEe MOJOCTH pTa (JIeHKo-
TUTaKHsl, aKTHHUYECKU XEeWJIUT, pak KOHYMKA sI3bIKa U

ry0). Boicoka BepOSITHOCTh BO3HMKHOBEHHS OIyXOJel
BHYTPEHHHUX OPTaHOB, LIEHTPAJILHON HEPBHOM CHCTEMBI.
Bonee panHee pazBuTHe oryxoiieil ObIBacT y neTei, He
MIPOSIBIISIBILINX TIOBBIIIEHHON YyBCTBUTEIBHOCTH K CBETY
Ha TIepBOM TOAy >KM3HHM, U, BO3MOXKHO, U3-3a 3TOTO 3a-
MO3JAJION 3aILUTON OT BO3ACUCTBUS COJIHEUHBIX JIy4eil.
HecMmotps Ha panHee nosiBIeHUe oryxoseit okoino 45%
OonpHBIX HoXxuBatoT 10 40-1eTHETO BO3pacTa [8].

MeTtonoB mnedeHus 3aboieBaHusI HE pa3paboTaHo,
MM03TOMY OCHOBHOE BHHUMAaHHE OTBOAMTCS Mepam, Ha-
[IpaBJICHHBIM Ha CHWXEHHME pHcka noBpexjeHus JJHK
V®-nyyamu U pa3BuTug onyxodieid. I[lepBoouepennnbie
3aJ1a4uM — CTPOTasl U TTOJTHAS N30SI O0ITBHOTO 0T YD-
o0my4eHns. 3aluTHBIE Mephl BKIOYAIOT TTOKPBITHE
CTEKOJI B aBTOMOOMJIE U B IOMEIICHUSX, T1I€ TIPOKUBAET
0OJBHOM, TUICHKOW, HE TIPOIYCKAIOIIEH COMTHEYHBIX JIy-
4eill, ICKITIOYeHNE TaJIOTeHOBBIX U YHEPToCOeperaronmx
JlaMIl, JamI JHEBHOro cBeTa. Ha ynuiy MOXHO BBIXO-
JIUTh TOJBKO MO3JHO BeYepoM U Houblo. Ilpu BbIXOIE
B JIHEBHOE BpEMs KOXKY 3alUIIAIOT OAESKION U3 IIOT-
HOTO MaTepuasa WK CHEeLHAIbHON TKaHHU, a OTKPBITHIC
YYaCTKH CMa3bIBalOT COJIHLE3ALIUTHBIMH CpPEACTBAMU
¢ BeicokuM SPF, HaneBaioT TeMHble Oukd. [lockombky
OO0JIbHBIC JIOJKHBI BECTH KU3Hb B TEMHOTE, 00513aTEIILHO
Ha3zHaueHue BUTaMuHa D, KOTOpbIif B HOpMaIbHOH KOke
BbIpa0aThIBACTCS 1OJ] BO3ICHCTBHEM COTHEYHOTO CBETA.

OnwucaHHbI OOJBHOW TpPOXHBAaeT B Ooraroil coi-
HEUHBIMM AHSIMM cTpaHe. K coxaneHuro, JaHHbIE Ma-
TEpU PEKOMEHJAIMH IO 3aIUTE OT COJIHIA HE OBbUIH
ctporuMu. PeOeHOK Ben HOpPMasibHYIO, OOBIUHYIO IS
JIleTeil CBOero Bo3pacTa KU3Hb. 3amuTta oT YP-myueit
CBOJIMJIACH TOJIKO K HAHECEHMIO CONTHIIE3aIUTHBIX Kpe-
MOB. PaHHss MaHU(ecTanyss KIMHAYECKUX MPU3HAKOB
B BHUJC CBETOOOSI3HN HE HACTOPOXKIIIA memuarpa. J(na-
rao3 1K 0T OCTaBICH MOCTE TOSBICHUS TUITHIHBIX
[IUTMEHTHBIX ISITEH HA BTOPOM TOJly KM3HH, HO U TOIJa
CTPOTHX Mep 3alIUTHl OT HHCOIANINN He ObLTO MPUHSTO.
HecMmotps Ha ToO, 9TO y OOJIBHOTO AMATHO3 HE BHI3BIBAI
HUKAKOTO COMHEHWSI, TOCITUTAIN3UPOBAIU €T0 B 00bIU-
HYI0 XOpOILO OCBEILIECHHYIO NaJlaTy, OCMATPUBAIU IIPU
JTHEBHOM CBETE, OfIe’Ka He ObLIa 3aKPHITOMH, TEMHBIX 04-
KOB TIOCTOSTHHO OOJIbHOW He HOCHJI. B omnrcanHOM citydae
mepBast OMyXO0JIb MOSBUJIACH OUEHb paHo (B 4 roma), 9to
3aKOHOMEPHO, YUUTHIBAs CI1a00CTh MPEBEHTUBHBIX MeEP.

Haxe mociie XUpPypruyeckoro yrnajaeHusi MNepBOM
OIYXOJHU U TUCTOJIOTUYECKOTO MOATBEPKACHUS €€ 3710-
KaYECTBEHHOI0 XapaKTepa HUKAKUX CEPbE3HBIX MeEp,
WCKJTIOUAIONINX WHCOJSIUIO, MPEINPUHATO HE OBLIO.
Bo3HuKIme MHOKECTBEHHBIE OITyXOJIEBBIE OdYaru He
YMEHBIIANINCh, HECMOTPS Ha TPOBEIEHHOE JIy4eBOE
JIeUeHUe, XUMHOTEpanuio, NPUMEHEHHE CHCTEMHBIX
petnHON0B. KO BpeMeHr 0CMOTpa OIyXOJIEBbIE OYaru
MIPOpacTaIl MATKUE TKAHU, PA3pPYyLLIUIU YACTh JIULEBOTO
CKeJIeTa, HEYy3HaBaeMO M3MEHUB JULO Maybunka. Omy-
XOJIM METacTa3upoBaM B PETHOHApHbBIE IuMpaTude-
ckre y37bl. OHKOJIOTaMH KOHCTaTHPOBaHA BO3MOKHOCTh
TOJIFKO MAIJTMATUBHOM TEPAITHH.

Kak npaBuiio, omyxonu, JTOKaau3yIonecs Ha OTKPbI-
TBIX y4acTKaX KOXH, IPOTEKAIOT MEHEE arpeCcCUBHO, UEM
Ha 3aKkpbIThIX [ 11]. Ho omyxomum npu 1K otnnvarorcs Obi-
CTPBIM POCTOM U PAHHUM METACTa3UPOBAHUEM, MOATO-
MY OYEHb Ba)XKHO UX paHHEE PAaCIO3HABAHUE U YIaJICHUE.
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Ha3nauenne wH30TpeTHHOMHA B HEKOTOPBIX CIIydasx
npenoTBpamaet pazputue paka koxku [12]. [lockombky
s dexruBHoro sedenust [IK He cymecTByer, npeBeH-
TUBHBIE MEPOIPUATUS M HAJAKCHHOE IUCIIAHCEPHOE
HaOmoIeHNe TPHOOPETAIOT IEPBOCTEIICHHOE 3HAUYCHHE.
Ecnu auarno3 mocraBieH B IEPBBIC MECSIBI KH3HH,
MPEBEHTUBHBIE MEPBl MOTYT MPEAOTBPATUTH Pa3BUTHE
omyxodneil. Ko BpeMeHu pa3BUTHs MOTHON KIMHUYECKOM
KapTUHBI 3200JIeBaHMsI BpelHOE Bo3ielicTBre YD-nyuei
CTAaHOBUTCS HEMONPABUMBIM M 3HAYUTEIIBHO yTSKEISIET
porHo3. B HaGIroneHnn He0OX0AUM MYJIBTHANCLHUILIN-
HapHbIi oaxon. Perymsapuoe (ne meHee 1 pasa B kBap-
Taj) HaOMIOEHUE NepMaroiora MPOBOIUTCS C LENBIO
KOHTPOJISL 32 CTPOTHM COOIIIOIEHHEM Mep 3alluThl OT
YOO, a Takke CBOEBPEMEHHOTO BBIABICHHS U YAAICHUS
MIpeIpakoBBIX 00pa30BaHUN Ha KoXKe W omyxojei. Ila-
LUEHTHI JOJDKHBI M30erarth TabauHOTrO AbIMa U JPYTHX
OKPY KarOIX KaHLEPOreHHbIX Bo3eiicTBuil. K HuM oT1-
HOCATCS Bce IpyTre BUIBI 00Ty4YeHus (MOHU3HUPYIOLIEE,
PEHTTEHOBCKOE, raMMa); ayIaTOKCHHBI — MUKOTOKCHHBI,
BBIJIETISIEMble HEKOTOPHIMU BHJIAMH aCHEepPriiul (4acTo
COAEPIKAIIUXCSL B apaxuce, KyKypy3e, CeMeHax ThIKBBI,
3ajexaiblx cOoOpax TpaB, a TAKKE B MOJIOKE KHUBOT-
HBIX, YIOTPEOISIOMNX 3apaXEHHbBIH KOPM), YCTOHYMBBI
K TEIUIOBOW 00paboTKe; XMMUUECKHE BeliecTsa (acOecr,
MPOAYKTHI HedTernepepaboTKH, TOIIMBO, PACTBOPUTEIH,
JIMOKCUHBI, HUTPATHI, HUTPUTBI, IEPOKCUIIBI U Jip.). He-
00XOTUMBI PETYISIPHBIE OCMOTPHI Y odramsMosiora. Ha-
3HAYaI0T HOILICHUE TEMHBIX OYKOB C OOKOBBIMU LIIUTKAMHU;
npenapaTbl THIIA HCKYCCTBEHHOW Cie3bl (IMIa3Hble Karlln
«UCKYCCTBEHHas Clie3a», TUIPOMEIIo3a); DIIIOKOKOp-
TUKOCTepou bl (TIa3Hble Karyi JeKCaMeTa30H, MaKCH-
JIeKC, JIeKcanoc, oran-IeKcaMeTa3oH), YCIIOKanBatoImue
KalyIi U Ma3ud Ha HOYb (KOpHEperesb, CUCTEHH, XWIIO-
Makc-koMoj1, odrarens u jap.). HaOmoneHne HeBpomora
HEOOXOIMMO JUIsl PAaHHETO BBISBICHUS U KOPPEKLUH He-
BPOJIOTHYECKUX HapyIIeHUH. 3aMKHYTbIH 00pa3 >KU3HH,
OTCYTCTBHE OOILEHHS CO CBEPCTHUKAMH, HEBO3MOYKHOCTh
MOCEIIEHUS JETCKUX YUPEKICHUH U ILIKOJIBI, CBOOOIHOTO
BBIOOpa MPO(heCCHOHANIBHON NESTENFHOCTH HUMEIOT Ce-
PBE3HBIC TICUXOCOLMATBHBIC MOCIEACTBUS, TOITOMY JKe-
JaTehbHa U HeoOXoIuMa IToMOIITb rcuxoora [ 13].

Hwnarao3 IIK cTaBIT Ha OCHOBAaHWU KIMHHYECKOU
KapTHHBI, HO €0 IIeJIeCO00pa3HO JIOTIONHATh MOJEKY-
JSIPHO-TEHETUYECKUMHU U (PyHKIIMOHATBHBIMU HCCIIE/IO0-
BaHHSIMU I OoJiee TIONHOW MH(OpMAaLMU O TeHeTHYe-
CKOM Jie(eKTe (onpeaesieHue TPYIbl KOMITIEMEHTAIHH,
TUIA W JIOKAJIM3aUUMH MYTalMd BHYTPHU T'€Ha), YTO B
JalbHEHIIEM MOXET OBbITh MCIIOJIBb30BAHO B OMpEAEie-
HUM Te4eHHs 3a00J1€BaHus U MHANBUIYAIN3UPOBAHHOM
TepaneBTHIeCKOM Toaxose [14].

JleTanbHOCTH B pe3ysbTare pa3BUTHS 37I0KAYE€CTBEH-
HbIX omyxounei mpu [IK ocraeTcst BBICOKOM Jaxke IpU UX
CBOEBPEMEHHOM BBISIBJIEHUH. Hanexxapl Bo3nararorcs
Ha MECTHOe mpuMeHeHne gepmenToB penapauuu JJHK
— Oakrepuogar-T4-sunonykieassl (Bacteriophage T4
endonuclease) u potonmaser (Photolyase).

OcoOeHHOCTh AAHHOTO Cilydasi COCTOUT B OTCYT-
CTBHE KAaKMX-TMOO CEpbE3HbIX HPOTEKTHBHBIX MeEp,
HECMOTpS Ha CBOEBPEMEHHYIO IOCTAHOBKY JHMarHO-
3a, paHHEe Pa3BUTHE U THKEIOe TEUCHHE OITyXOJEBOTO
nporecca, MHOYKECTBEHHOCTh OITyXOJIEH, WX OBICTPBIH

POCCWICKW XYPHAN KOXHBbIX 1 BEHEPVYECKX BONE3HEN

poct u MetacrazupoBanue. OYEBUIHO U CEMbsI, U Bpauu
OITACHOCTh COJIepKaHMsI peOeHKa Ha CBETY 0€3 TOJHKHOM
3aLUATHI ObLJIa HETOOLIEHUIIH.

PaHHss MOCTaHOBKA JUArHo3a M CTPOroe cooroe-
HUE MPaBUIT 3aLIUTHI OT COJHEYHOTO CBETA U IPYTHX HMC-
TOYHHMKOB U3JTyUEHHS MTPEIOTBPAILAIOT PA3BUTHE OITYXO-
JIeH ¥ CrIOCOOHBI MPOTUT KU3Hb OOJIBHOTO, HO 3alllUTa
JIOJDKHA OBITh ITOKU3HEHHOM.
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