86 AN Neo5 2015

HeBOI/I,Z[HaH TUITIOMUTMEHTAITUS KaK IPOSIBJIEHUE
MO3AUIIM3MA KOKU

[.B. MpowyTtnHckas, J1.B. Teky4esa

®IBY «locynapCTBEHHbIN HAYYHbIN LEHTP fepmMaToBeHeponoru u kocmertonorun» MuHsgpasa Poccun
107076, MockBsa, yn. KoponeHko, f. 3, cTp. 6

KntoyeBble C/1I0BA: AUCXPOMMUA, HEBOUAHAS rMNONUIMEHTaLNA, MO3anLN3M.

KoHTakTHas nHchopmauyst: diana.dika@mail.ru. BectHuk aepmaronoruu v BeHeponorn 2015; (5): 86—90.

N evoid hypopigmentation as a manifestation of
skin mosaicism
D.V. Proshutinskaya, L.V. Tekucheva

State Research Center of Dermatovenereology and Cosmetology, Ministry of Healthcare of the Russian Federation
Korolenko str., 3, bldg 6, Moscow, 107076, Russia

Key words: dyschromia, nevoid hypopigmentation, mosaicism.

Corresponding author: diana.dika@mail.ru. Vestnik Dermatologii i Venerologii 2015; 5: 86—90.

BecTHWK gepmaTonoruv n BeHeposnorum



| OncxpoMum, Mnn HapyLLeHUs NUrMEHTauUMn KOXM, CO-
CTaBMAT Pa3HOOOPa3Hy N0 CBOMM KIIMHUYECKMM MpO-
SIBNEeHVAM rpynny gepmarto3os. Begywias ponb B cop-
MWPOBaHUN LBETA KOXM OTBOAUTCSA MUIMEHTY MENaHuHy,
CVYHTE3MPYEMOMY B KineTkax 6a3asnibHoro cnost anvaepmm-
ca — MenaHouutax. HapyleHve menaHoreHesa nog Bnu-
AHMEM Pa3fIMYHbIX 3K30r€HHbIX U 3HAOrEHHbIX PaKTOpPOoB
MOXET MPMBOAUTL K YCUNEHUIO MUITMEHTaUUn KOXN —
runepnMrmMeHTaunm Unm K yMeHbLUEHWNIO — TUMNOMUrMeH-
Tauuwn. Mo gaHHbIM nccnegoBaTene, rmMNoNMrMeHTauum
Ha6n[alTca MeHee 4eM Y 1% HOBOPOXAEHHbIX [1],
ABNAACH 4OCTATOYHO PedKol natonornen Koxu. B 1o xe
BPEMS 3TO MOXET ObITb CBA3AHO C NMO3AHMM BbISBIEHUEM
3aboneBaHna M3-3a onpegeneHHbIX TPYOHOCTEN AnarHo-
cTuKkn. Oyaru runonUrMeHTaumnm Noxo BM3yanuanpyoTcs
Ha KOXK€ HOBOPOXXAEHHOr0, OT/IMYAIOLLIENCS BblPaXXEHHbIM
cBeTNbIM OTTEHKOM uBeTa. Co BpemeHeM, Mo Mepe Gop-
MMPOBaHNA HOPMarnbHOW MUrMEeHTaL MK, TMNONUrMeHTUPO-
BaHHbIE NATHA CTAHOBATCA 60nee OTHETNIMBO BUAMMbIMU,
BbI3blBaA TEM CaMbiM 6ECMOKONCTBO poanTENEN.

B 3aBMCMMOCTM OT pacnpocTpaHeHHOCTU U o4epTaHui
o4aroB B nMTepaType MPUHATO BbIAENATb HECKONBKO TH-

J

Puc. 1.

Ha6nogeHve na npaktmkn 4 87

NoB BPOXAEHHbIX MMMNONUrMeHTauui: noKanmM3oBaHHble,
reHepanusosaHHble U Mo3anyHble. [locnegHue npepcras-
NAI0T CO60M HaMBOMbLUNI KIIMHUYECKUA UHTEPEC CBOEN
penKocTbio U BOSMOXHOCTbIO COYeTaHus ¢ naTonorven
OPYrnx opraHoB U CUCTEM.

Mon TepMUHOM «MO3anumam» nogpasymeBaeTcs Co-
CTOsIHWE, NPV KOTOPOM BCNeACTBME XPOMOCOMHbIX MyTa-
uuin nnu abeppaumii He BCe KNETKM opraHnama cogepxar
O[IMHAKOBbI Habop xpomocoM. B pesynbtate B 0OgHOM
opraHvM3mMe MOoryT npucyTcTBoBaTb [Be unu 6ornee reHe-
TUYECKU pasnunyHble KNeToyHble nonynaunm [2]. KoxXHbIn
MO3anLuU3M NPOSBASETCA CBOEOOPA3HbIM PACNOSIOXKEHM-
€M 1 PUCYHKOM ONCXPOMMYECKUX o4aroB. B 3aBrncnmoctun
OT pacnofioXXeHnss 04aroB rMNONUrMeHTauMm BblAeNsoT
cnegylowme BapmaHTbl MO3aun4HbIX TMAONUrMeHTauni:
y3Kune nuHun bnauwko, Wwnpokne nuHun bnawko, no Tuny
LIaxMaTHOW OOCKU, (OUMNOUAHBIA (MTMCTO0OPasHbI), NAT-
HUCTbIN 6€3 CPeaNHHONM NIMHUW, NaTepanbHbli (puc. 1).

Llenbto Hallero coobLieHus ABNsSeTcs onucaHue Knu-
HWYECKOro cry4ast MO3an4yHON rmnonurMmeHTaumm ¢ cove-
TaHWeM HEeCKONbKMX BapUaHTOB pacnofioXXeHUs AUCXPO-
MW4YECKNX 04aros.

BapuaHTtbl MO3an4HON TUNONUIMEHTALNK: Y3KUe NIMHUM bnaliko, WWpoKMe NuHMK bnatwko, no Tuny LWaxMatHOK

J0CKW, OUNNONAHBIA (MMCTO06PA3HbINA), NATHUCTbIA 63 CPEANHHON NIMHUN, NaTepanbHbIA [3]
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Knunnyeckuii cnyvai

Oesouka 1,5 roga, poautenn KOTopon obpaTtnnucb
C Xanob6amu Ha Hanu4ue y pebeHka naTeH 6enoro useta
Ha KoXe nvua 1 weu, B 061actn rpyam, X1MeoTa, CrvHbl,
NPeVMyLLIECTBEHHO CINEBA, NEBbIX BEPXHEN U HVKHEN KO-
He4yHocTelr. An. morbi: B Bo3pacte 2 mec. pogutenu 3a-
METUIN Ha KoXe pebeHKa rmnonurMeHTUpPoOBaHHbIE NAT-
Ha, B CBA3M C 4eM o6paTunnCb K AeTCKOMY Aepmarosnory
B MOJSIMKIIMHUKY MO MECTy XuTenbcTBa. Ha ocHoBaHuu
KIMTMHNYECKOWN KapTUHbI BbICbINaHUA 6blIN YyCTAaHOBMEHbI
npegBapuTenbHble AMarHo3bl: Nbebananam, cuHgpom Ba-
appeHoypra, cuHapoM bnoxa — Cynbubeprepa. Co cnos
poauTenen, co BpeMEHEM OTMeYaeTcs yBelMyeHne ova-
ros B pasmMepax nponopumoHasnbHo pocTy pebeHka. C ue-
Nbl0 YTOYHEHUS AmMarHosa obpatunncb Ha npuem K get-
ckomy fiepmatonory B ®I'bY «MHOUK» MuH3gpasa Poc-
cun.

An. vitae: pe6eHOK 13 OBOWHW, OT NepBor 6epemMeH-
HOCTM, NPOTEKAaBLLEN C YrpO30W MpepbiBaHusA, NepBbIX
nNpeXXaeBpeEMEHHbIX poaoB. Pe6eHOK C poXAEHUSA Haxo-
OWCca Ha WCKYCCTBEHHOM BcKapmnvmaHun. puKopmbl
BBOAMNINCL MO pekoMeHAauun neguatpa. [lo Bo3dpacTta
ofHoro roga Haénoganacb HEBPOMNATOIOroM Mo noBoay
BbIpaXXEHHOW HEe3pesiocTu rofIoBHOr0 Mo3ra, Avcnnasvm
TazobedpeHHbIX cycTaBoB. B HacTosLee BpeMa cocTouT
Ha gucnaHcepHoOM y4eTe y HeBponartonora. B Bospac-
Te 1 roga 2 Mec. NpoBeAeHO XNpYypru4yeckoe ncceyeHmne
MHOXECTBEHHbIX FeMaHrnmom. Annepronornyeckmin n Hac-
neacTBEHHbIM aHaMHEe3bl HE OTArOLLEHbI.

St. localis: npn ocmoTpe pebeHKa KOXHbI NaTonoru-
YeCcKuI NpoLecc HOCUT PacnpoCTpaHeHHbIN Bblpa>keHHbIN
acMMMETPUYHbBIA XapakTep C nopaxeHuem npenmyLie-
CTBEHHO 11eBOM NOMOBWHbI MLA, TYNOBULLA U KOHEYHO-
cten. Ha nuue B o6bnactn n6a cneea, Ha Lieke 1 nogbo-
poAKe Takxe cnesa fenUrMeHTUPOBaHHbIE MATHA C YeT-
KuMn rpaHuuamu. Ha nepegHe60KOBOM MOBEPXHOCTU
TyfnoBuLLA BU3Yann3upyTCa TMNONUIMEHTUPOBAaHHbIE
NATHA BOJTHUCTbIX OYEPTaHWUIA M oYarn runonurMeHTaumm
S-o6paszHoii hopMbl MO TUMNY LUMPOKUX NUHUIA Bnawko
(puc. 2). Ha cnuHe BbICbiNaHWa NpeacTaBfieHbl rMnonur-
MEHTMPOBaHHbIMK V-06pasHbiMn Unn POHTaHOMNo[o6-
HbIMM NATHaMK No TUNy Y3Kux nNuHun Bnawko (puc. 3).
Ha neBow BepxHeWn U HUXKHEN KOHEYHOCTAX UMEeKTCS Nu-
HelrHble oYarn genurMeHTauum ¢ OCTPOBKaMn HOpPMasibHO
NMUFMEHTUPOBAHHOM KOXW, OTAENbHbIE TMNEPNUrMeHTH-
pPOBaHHbIE NATHA OKPYr/bIX oYepTaHun oT 3 MM 10 1 cm
B Anametpe (puc. 4).

Mpn na6opaTtopHOM 06CNeAoBaHMM OBLLME KIMHUYE-
CKMe aHanuabl KpOBM N MOYU, BUOXUMUYECKUI aHanu3
KpoBW — 6e3 natonornn. Pe6eHky npoBeaeHbl KOHCY b-
Tauun Kapguornora, oTanbmosnora, 3HOOKpUHosora, xu-
pypra, oHkonora, optonega. o pe3ynstaram o6cnegosa-
HWA BbIABIEHbI 0OMEHHbIE U3MEHEHMWS B MUOKapae, aHu-
3o0Kkopwus |l cTteneHn, yBennyeHve LLMTOBUOHON Xene3sbl
0—I cTeneHu, ykopo4eHe NeBON HUXHEN KOHEeYHOCTH,
MefnaHoLUUTapHbIE HEBYCHI.
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Puc. 2. Qyaru runonurMeHTauuu S-o6pasHon hopmbl
Nno TUMY LUNPOKMX NUHWIA briatko

FMnonurMeHTUpoBaHHble V-06pasHbie WK
(poHTaHOMOA06HBIE NATHA NO TUMY Y3KMX NU-
HWit brawko

Puc. 3.



Puc. 4. JlnHeliHble o4arv SenurMeHTaunm ¢ 0CTpoBKa-

MW HOPMaJbHO MUTMEHTUPOBAHHON KOXK

AwnarHo3 n gudpcpepeHumanbHbli gnarHo3. Ha-
nmyme Ha Koxe pebeHKa B paHHeM BO3pacTe o4aroB ru-
nonurMeHTaunn He NO3BONAET UCKNIOYNTb MrEeHETUHECKM
O6YCMOBIIEHHYIO ANCXPOMUIO, B NEpBYIO o4vepedb Hac-
neacTBeHHoe BUTUAMIO unu nbebangmam. 3abonesaHve
XapakTepuayeTcsi BPOXAEHHbIMA CUMMETPUYHbIMU fie-
NUrMEHTUPOBAHHBLIMWU NATHAMMW Ha KOXe nba, LeHTpanb-
HOW 4acTu rpyau, XMBOTa, BEPXHUX TPEeTeh KOHEYHO-
cTel. B npegenax o4aroB Ha KOHEYHOCTSAX COXPaHAOTCS
OCTPOBKW HOPManbHOW MWrMEeHTauuun, 4TO Mbl Hab6no-
JaeM B HalleMm KNMHM4eckoM npumepe. B 1o xe Bpems
OOHUM M3 KNIOYeBbIX CUMNTOMOB 3TOr0 3a6oneBaHus
cuMTaeTca xapakTepHas TpeyrosibHas genurMmeHTaums
Ha nby B co4eTaHuun ¢ 6enbiMM Bonocamm Bo OpoHTasb-
HOW 06/1aCTN BONIOCUCTOM 4acTW rofoBbl. YKa3aHHble K-
HU4ecKkne 0CcobeHHOCTN oTMedeHbl Y 80—90% 60NbHbIX
noebangnuamom [4]. B o6cyxgaemMom Hamu criydae ovaru
JenurMeHTaumun Ha nuue He TUNUYHbI AN HacneaCcTBeH-
HOro BUTWUMUIO, XapakTepHOro obecLBeYnBaHUs BONOC
HeT. Kpome Toro, Bce o4arv MMetT YeTKOe acUMMETPUY-
HOe pacnosoXxeHue NpeMMyLLecTBeHHO cnesa. 'mnonur-
MeHTaums pacnpocTpaHaeTcs U Ha 06nacTb KUCTU, B TO
BpeMS Kak npu nbebangnu3me KUCTU 1 CTOMbl HOpMasibHO
nurMeHTMpoBaHsl. NpeanonaraemMelin y pebeHka anarHos
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cvHgpoma BaapgeH6ypra (Waardenburg) Takxe He npa-
BOMOY€EH, MOCKONbKY XapakKTepuayetcs NOMUMO Aenur-
MEHTMPOBAHHbIX NATEH Ha TYJIOBULLIE TENEKAHTOM (naTe-
panbHoe CMelleHne BHYTPEHHEero yrna rnas), rerepox-
pomuen panyXku, cefon npagsio Ha Néy 1 BPOXAEHHON
rnyxoTon. OTHOoCUTENbHO AmMarHo3a cuHgpoma bnoxa —
Cynbubeprepa cnegyeTr OTMETUTb, Y4TO, AEACTBUTESNBHO,
XxapakTepHble S- 1 V-06pasHble o4epTaHus o4aroB y pe-
6€eHKa yKnafblBalTCA B KIMHUYECKYIO KapTUHY CUHAPO-
ma brnoxa — Cynbubeprepa nnv HegepXxaHusa NUrMeHTa,
HO NpW yKa3aHHOM CUMHOPOME BbICbINAHWUA XapaKTepuay-
IOTCA He r’mnonnMrMeHTUpoBaHHbIMUK, a rMnepnUMrMeHTupoO-
BaHHbIMW NATHAMMW MO TUMNY «6PbI3T FPA3Un».

Taknm obpa3oMm, y pebeHka MMeeT MeCTO BPOX-
OEHHOe HapylleHue NUrmMmeHTaumMm ¢ aCUMMETPUYHBLIM
pacrnonoXeHWem o4aroB onpefeneHHon KoHdurypa-
U1K, CONyTCTBYOLLASA NaToIOrMs HEPBHOW, 3pUTENBHON
M KOCTHOW cucteM. Bce nepeuuncrneHHoe xapakTepHO
Ona TakoW reHeTu4ecku o6YCNOBIEHHOW MaTonoruu,
KaK HeBOMAHAsA rMnonurMmeHTaums (HEBOUAHbIA rMnomMe-
naHo3).

MockonbKy 3a6oneBaHne MMEET reHETUHECKYIO Mpu-
poay, TaKTUKK nevyeHns He paspaboTaHo. PekomeHgaumm
BKJOHAIOT B ce68 OrpaHMYEeHne MHCONALUN, NCNONb30Ba-
HMe PoTO3aLUMTHBLIX CPEACTB, ANCMAHCEPHOE Habnae-
HVMe HEBPOMaToSIoroM 1 OpTONeaoM.

06cyxnenue

Tak Ha3biBaemble NUHUWM Brawko, nnm nuHun, oTpa-
XaroLne MUrpauuio KneTok HEpBHOro rpebHs B aM6puro-
reHese, 6bINN OTKPbITbl HEMELKUM ydeHbIM Anbdpeaom
Bnawko B 1901 r. npu onnucaHnn oepmMaro3oB C 3aBUT-
KOBbIM, BOMTHUCTbIM U JIMHENHBIM PacrnonoXeHnem o4a-
ros [5]. [Mopo6Hoe pacnonoxeHne B NEpBYO 0Yepeb Xa-
pakTepHO ANA BbICbINAHWA MO TUNY «6PbI3F rPaA3n» Npwu
cuHgpome bnoxa — Cynbubeprepa, unu HegepxaHus
nurMmeHTta. MNo3xe B 1952 r. ANOHCKMM AepMaTosiorom
10 6bIN0 NpMBEeeHO onucaHue HabnoaeHusa 21-netTHen
NaUneHTKN C aHanorm4yHbIMU rMNONMUIMEHTUPOBAHHbLIMMN
BOJIHUCTbIMU N 32BUTKOOOPa3HbIMU NATHaMW. ABTOpP Ha-
3Basn 3TO COCTOSHWE «HEeAepXaHWe NUrMeHTa axpomu-
yeckoe». Bnocnepcteum Bo nabexaHve nytaHuupbl 6bi
BBeEH TEPMUH «runomenaHo3d Nto». MNayneHTel ¢ ru-
nomMmenaHo3om UTo Moryt mmeTb HapyLleHUs HepBHOW
M KOCTHOWM CMUCTeM, opraHa 3peHus [6, 7]. B HacTosAwee
Bpems BMECTO «rmnomenaHos Nto» yawie ynotpebns-
IOTCS TEPMWHbI «HEBOWAHAA TUMNONUIMeHTauUs» Un
«MO3au4yHasi runonurMmeHTaums». CocTtosiHMe 370 Xapak-
TEpU3yeTcs YHU- unu éunatepasnbHO PacnofioXXeHHbIMU
ovyaramu runonurMeHTauMmM BAONb NUHUA Bnawko kKak
B COYETaHMU C Pa3fIMYHBIMU CUCTEMHBLIMU aHOMaSMAMM,
Tak u 6e3 Hux [8]. 'l
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