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I'mnomenanos Uto: KiImHUYeCKUN Cry4yam

TH. [lomeparyesa', O.B. Ckopoboeamosa>

IﬂyeaHCKaﬂ obnacmuas demckasn KAuUHU4eCkas 60ﬂbHuqa

? HayuoHanbHbili MeduyuHckutll yHugepcumem um. A.A. bocomonwvya

Pestome. [TpoaHasizoBaHo KIHIYHUN BUTAOK PiaKicHOI GopMu paroMaTosy — rirmomenanosy Iro.
JiarHoCTHKa [jbOTO 3aXBOPIOBAHHS, sIKa 6a3yeThCs Ha pe3y/IbTaTax HEBPOJIOTiYHOTO, IEPMATOIOTTIHOTO,
TeHEeTHYHOTO Ta iHIIHX 06CTe)KeHb, TOBUHHA 37iICHIOBATHCS KOMIUTEKCHO: i3 3a/Ty4eHHSIM CITeLiiaTicTiB
pisHoro nmpodimo Ta i3 3aCTOCYBaHHAM KT HIKO-TIAPAK/Ti HIYHUX MOMXUIUBOCTEIA.

Kmrouosi cioBa: rinomenanos Ito, HeipolkipsiHi posiBu.

dakomMarTo3bl OTHOCSTCS K TPYTITe HAC/IeCTBEH-
HbIX 3a00/I€BaHM#1, U3BECTHBI TAKOKE KaK HEMPOIK-
TOZiepMa/IbHBbIe T SKTOMe30/iepMa/IbHbIe U CTUIA-
3UM, CBSI3aHHbIE C HapyLIeHHeM 3aK/Ia[K{ OLHOTO
WJIA HECKO/TbKKX 3aPOJbILIEBBIX IMCTKOB M XapaK-
TEPU3YIOIIMeCs] COYETAaHHBIM TOPAKEHUEM KOXKH,
HEpBHOM CHCTEMBbI, I71a3 U BHYTPEHHHUX OPraHoOB.

OTHOCHTE/THHO YacTO B HACTOSIILiEe BPeMsi B KJTH-
HUYECKOM TIPAaKTHKe BCTPeYaloTcsi Heipodropo-
Maro3, TyOepo3HbIN CK/Iepos3, dHIedaToTpureMu-
Ha/IbHBIA aHTHOMATO3. JIMarHOCTHKA peaKux popm
$aKoMaTo30B (ATaKCHS-TE/IEAHTUIKTA3US (CHHIPOM
Jlyu-Bap), 6onesus Ociepa — Pauzio — BebGepa, ru-
nomesnaHo3 Mto, cuHApOM HepepkaHUs MIMEHTa
(cungpom broxa — Cymbiibeprepa)) mpe/cTaBisieT
co60# [JOCTAaTOMHO TPYIHYHO 337ia4y 1 TpebyeT my-
OMHHOTO PasHOCTOPOHHETO KJIMHIYECKOTO aHaJIH-
3a C KOHCY/IBTaTMBHBIM NIPUB/IYeHNEM Pa3TNYHbIX
CIeLJA/TICTOB, HCIOIb30BAHAEM Pa3HOOOPA3HbIX
TIAPAK/IMHIYECKHX METOZOB 00C/IeI0BaHust (YIBTpa-
3BYKOBBIX, MAarHHUTHO-DE30HAHCHOW TOMOrpaduu,
MeIMKO-TeHeTUYECKUX UCC/IeJOBAaHMA).

HanGonee 4acThiMM TIPOSIBIEHUSIMU CO CTO-
POHBI HEPBHOM CUCTEMBI IIPY YKAa3aHHBIX HEHPO-
KOXXHBIX 3a00/IeBaHUAX SIBSIOTCS: OTCTaBaHUE
B IICXOPEYEBOM U MOTOPHOM Pa3BUTHH, SIHIEI-
TUYeCKUI CUHZIPOM, KOTHUTHBHbIE PACCTPOICTBA,
TOJIOBHBIE GO/TH, TOMOBOKPY)KEHHE, CHHKOTIA/IbHbIE
COCTOSTHUSI, PeyeBble PACCTPOUCTBA, TEMHUTIAPESBI,
TeMUTUNOTPOPUY, T'eMHUIUIIEeCTe3NH, TeMUAHOII-
CHM, aTaKCHsI, MO3YKEYKOBbIE PACCTPOMCTBA, IMO-
LIMOHa/IbHbIE U MOBeJeHYecKre HapyieHus. Kak
BUZIHO U3 TIepPeYHsI IIPe/ICTaB/IeHHBIX PACCTPOMCTB,
M3MeHeHHUs CO CTOPOHBI HEPBHOM CHCTEMbI He He-
CYT HUKAKOM CIIeLuHUIHOCTH, U TOITOMY AUATHO-
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CTHYECKHI AJITOPUTM MOXKET OBITh TIOJTHBIM TOJTb-
KO B OTIpeieJIeHN! COBOKYITHOCTH U3MeHEeHHH CO
CTOPOHBI PYTHX OPTAaHOB U CUCTEM.

Haubornbiueii crieiiudrkoil 06/1aa0T KOXKHbIe
NposiBieHHsT (aKOMaTo30B: MUTMEHTHBIE TIAT-
Ha IBeTa «Kode ¢ MOTOKOM», BeCHYLIYaTbIe BbI-
CBITIAHUS], TIUTMEHTHbIE HEBYChI, «IIOPTBEHHBI»
WU «IUIJaMeHHbIe» HeBYChbl, JIMHeHHble HeBYCHI
Ca/IbHBIX JKeJ/le3, TeJIeAHTMIKTa3UH, BapHKO3HbBIE
PaCLIMpPEeHHs! BEH, THIO- WX JeMUTMEeHTHPOBaH-
HbI€ YYaCTKU KOXXH, MOJIOCHI TMIONUTMEHTALNH,
MOHTOJIOM/IHbIE TO/TyOble MSTHA, aHTMOMBbI, aHTHO-
$UOPOMBI /TUIIA, YYACTKU «IIArpeHeBOH KOXI»,
¢uOpo3HBIe OIISIIKYM, OKOTOHOTTeBble PUOPOMBI,
MsTKUe pUOPOMBI KOXXH, a/leHOMBI CaJIbHBIX JKe-
JIe3, TUTIEPTPUXO03, A/OTIELHs, ceast IPSAb BOJIOC,
ceOOpeiHBIN JepMaTHT, aHTUAPO3, HeHPoPUOPO-
MbI, 3MHUZepMajbHble KHCTBI, MHOXXeCTBeHHbIE
6a3a/IbHOK/IETOYHbIE SMUTETMOMBI, MPEXOASIIAs
TUTIEePIIUTMEHTALMSI CepOBaTO-roMyb0BaToOro OT-
TEHKa B BU/ie TAYTHHbI, MPAMOPHOTO PHUCYHKA, T0-
JIOC, 3ABUTKOB, «OPBI3T IPSI3U».

B ciyyae, xorga y pebeHKa Ha KoXke OTMevaeT-
Csl Ha/IM4YMe TUIO- U JIeNIUTMEeHTHUPOBAHHBIX 30H
C HEYeTKUMH T'DAHHLAMH, TTONIOCKAMH M TSITHA-
MU B COBOKYITHOCTU C JIDYTUMH HIDKeIpHUBeZieH-
HbIM{ TIPU3HAKaMH{, MOXXET AMAarHOCTHUPOBATHCS
runomenano3 Wro (M), usBecTHbIN TaroKe B JU-
Teparype MOJ, Ha3BaHMEM «aXPOMATUYECKOe He-
JepkaHve TurMeHta» (incontinentia pigmenti
achromians) [Myxur KIO. ¢ coasr., 2006; My-
xu K10, 2011]. B 1952 rogy simoHckwuit ncciegosa-
Tesb M. [to BriepBbIe omuca KOKHbIe TIPOSIBTIEHHS
YKa3aHHOTO 3ab0/1eBaHusl, KOTOpbIe B TOC/IENyI0-
1ieM ObUTH JJOTIO/THEHbBI OMHUCAHUEM KTMHIYECKOM
KapTUHBI TIOPKEHHsS] HEPBHOW CHUCTEMBI U IPYTHX
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opraHoB u cucteM. [nnomenano3 Mto otHOCHTCS
K PeZIKO IMArHOCTHPYEeMbIM 3a00/IeBAHUSM, B CBSA3U
C YeM HeT JOCTaTOYHON MHPOPMALHK MO 0COOEH-
HOCTSIM K/TMHMKH U TeYEeHHsE 3TOM HO30/10ruH [My-
xuH K.IO. ¢ coaBr., 2006; Myxun K.1O., 201]. Ha
600-700 TePBUYHbIX 0OPAILEHHI MALIUEHTOB K JIeT-
CKOMY HEBPOJIOTY OH BBISB/ISIETCS B 1 ciyvae [Te-
muH IT.A., Kasanuesa J1.3., 2001]. Heckonbko vaie
3a0071eBaHMe BCTPEYAEeTCsl Y JeBo4YeK. Turbl Ha-
C/1e[l0BaHMsI Baprabe/ibHbl, B HEKOTOPBIX CITyqasix
BCTPeYaeTcst ayTOCOMHO-OMIHAHTHOE HaC/Ie/I0Ba-
HIe, PelleCCHBHOE, CIeTUIeHHOe ¢ X-XPOMOCOMOM.
[Tarorenes He BbisicHeH. Y 40% TanyeHTOB BCTpe-
YAKOTCS MSTHA [[BETa «KOJe C MOTIOKOM», AHTHOMBI,
«MOHTOJIbCKOE» To/y0oe MATHO, AnddysHast anore-
1IYisT, TeTEPOXPOMHUST PAZLy)KHOU 000/IOUKH 1 BOJIOC.
Cke/leTHO-MBIILIEYHBIE AHOMAIMM BKJIIOYAIOT Te-
muruneptpodio, Kudos, CKONTN03, TUTEPIOPAO3,
PEKYPBALMIO KOJMEHHBIX CYCTaBOB, PYAMMeEHTap-
Hble peOpa, BAPYCHbIE U Ba/lbIyCHbIE AedopMariun
cron. HeBposnornyeckue cMITOMBI BCTPEYAIOTCS
y 50% MaIMeHTOB M TPOSIB/SIIOTCS SIUJIETTHYe-
CKAMHM TIPUCTYTIAMU U 33EPKKOM TICXUYEeCKOTO
PasBUTHSL.

B HeBpomornyeckom otgeneHun Jlyranckoi
006/1aCTHOM JETCKOM KIMHUYECKOM OOMbHUIIBI Ha-
XOAuWJICcs Ha neveHnu pebeHok K. B Bo3pacre 1 1of,
2Mec. CAUarHo3oM: pakomaros, runomesnanos Ko,
CHHZIPOM 33/Iep)KKH TEMITOB CTaTO-KUHEeTHYeCKO-
ro pa3Butusi. Ha MOMeHT nocTyrieHus: pogureni
TPeIbSIB/ISLIA JKAIO0BI HA 33[E€PKKY MOTOPHOTO
Pa3BUTHSI, OTCYTCTBHE CAMOCTOSITEIBHOM XOb0BbI,
pasHuily B 00beMe MPaBbIX U JIEBbIX KOHEYHOCTEH,
ACHMMETPHIO 1LIeK, Ha/Juyue MHOXeCTBA Jelur-
MeHTHPOBAHHBIX M MUTMEHTUPOBAHHBIX IISAITEH HA
KO)Ke TY/IOBHILIA, JTULe U KOHEYHOCTSIX.

/3 aHaMHe3a 3a00/1eBaHUS ¥ JKM3HU U3BECTHO,
4TO pebeHOK OOoJIeeT ¢ 1-T0 MeCsIA KU3HH, KOTaa
POZUTENM 3aMETH/IU PA3HULy B 0ObeMe JIeBbIX
¥ TIPaBbIX KOHEYHOCTEH, TOTJA ke OHM OTMEeTHU/IN
YBETMUYMBAIOLIEECs: C POCTOM pebeHKa KONYeCTBO
TUMNO- ¥ TUIEPIUTMEHTHPOBAHHBIX YYaCTKOB Ha
KO)XKeé KOHEYHOCTEH W TYIOBHUILQA, B CBSI3U C YeM
00paTHIMCh 33 MeJULIMHCKOM moMolipio. M3 Ha-
CJIe,CTBEHHOTO aHaMHe3a U3BeCTHO, YTO y MaTepH
B Ha/IKO/IEHHO# 00/1aCTH CripaBa GOJIbIIOE JeTHT-
MEHTHPOBAHHOE TIATHO ¥ MHOXXeCTBO HeOOIbIINX
Y4aCTKOB JeMUTMeHTAlH TI0 TeJTy, B OCTa/IbHOM
HACJIe/ICTBEHHOCTh He OTATOIIeHa (B CeMbe eCTh
CTapinuii peGeHOK — JeBOYKa 6 JieT — 370pOBa).

AHaMHe3 )XU3HU: MaJTBYMK POJHIICS OT TPeTbek
GepeMeHHOCTH, MPOTEKaBLIel C yrpo30ii mpepsbi-
BaHUSI B TIEPBO¥ ee MOJIOBUHE Ha (pOHE BAPHUKO3HO-
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IO PaclIMpeHNst BeH HIDKHUX KOHEYHOCTeH Mare-
P4, BTOPBIX CPOYHBIX POZIOB, COITPOBOX/IABIIMXCSI
MeIUKaMEHTO3HOW CTUMY/SIIUeN U PpU3HYecKu-
MU MeToJaMu CTUMYy/Isinu. Macca pebeHka npu
POXZIEHUH 4100 T, JI/IMHA Te/a 54 CM, OLieHKa Mo
mKase Anrap 8-9 6amoB. PebeHok oTcraer B Mo-
TOPHOM Pa3BHUTHHU: TOIOBY AEPXKHT C 3,5 MECSILIEB,
CHZIUT C 9 MeCsILieB, BCTAeT Y OTOPHI C 11 MeCsILEB,
TIO/I33€eT C 13 MecsIeB.

[Ipu ocmotpe peGenka obpaijaT Ha cebst
BHUMaHHe MHOXXeCTBEHHbIe IISITHA Pa3TUYHOM
BEJIMYMHBI TUIIO- Y THIEPIIUTrMEHTAlMI Ha KOXe
JIMIIQ, TYJIOBULIA, KOHEYHOCTEH, TPeUMYyLeCTBeH-
HO cripaBa (puc. 1-4). B HeBposoruyeckom craryce
BBISIBJIEHBI C/leflyloliye OCOOEHHOCTH: CHHIPOM
3a/JeP)KKM MOTOPHOTO Pa3BUTHS, Yepell TUApoIie-
danpHoit popmbl, OI' 50 cM, 6OMBLION POZHUYOK
2,0X2,0 CM, TUTIePTPOQUST MBILIL, TPAaBOM MOJIOBHU-
HbI JIMLIA, TIPaBbIX KOHEYHOCTeH, Ty/ToBUIIA (pa3-
HHIIA COCTAB/ISIET OKOJIO 3-3,5 CM).

Pe6eHOK OCMOTpPEH aHTHOXUPYPIOM, KOTO-
PBIil  CBSI3a/l TPOMCXOXJEHWe TeMHUIMIIepPTpPO-
¢uu ¢ BpPOXZIEHHON aHTHOAVCIUIA3Uell BepXHUX
Y HIDKHUX KOHEYHOCTe# (110 Trmy mim¢ocTasa).

[eHeTHK C y4eTOM aHAMHECTHYECKHX CBeJIEHUH,
JAHHBIX HEBPOJIOTMYECKOTO CTaTyCa, HA/IMIHSI KO-
HbIX POSIB/IEHUH IIOATBEPAYUI MHEHIe HEBPOJIOTOB
B OTHOLIEHHUH HalM4usl Y pebeHKa GpakoMaTosa.

[IpoBesieHa MarHUTHO-pe30HAHCHAsI TOMOTPa-
¢us ronoBHoro mosra: MP-mpu3Haku BHyTpeH-
Heil ruppouedaniy 1erkov CTerneHu.

Il peructpupytorcst jerkue udQysHbie
M3MeHeHHUs: OMOPUTMHMKKA T'OJIOBHOTO MoO3ra 0e3
MaTOJIOTUYECKON MEXIIONYIIaPHOH aCMMMETPUHU
U PeruoHasbHOTO 3amezeHus. [lapokcuamains-
Hasl ¥ annienTuopMHasi aKTUBHOCTh He 3apery-
cTpUpoBaHa. PeakTMBHOCTB Ha POTOCTUMYIALIMIO
B Tpefenax HOPMbL [Ipu3HaKoB AucHyHKUUH
CTBOJIOBBIX CTPYKTYP He 3aperriCTPHpPOBAHO.

Y4yacTku flenvrmeHTaumn
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Y3U opraHoB GPIOIIHOM MOJIOCTH: IeYeHb, TIOA-
YKeJTyZIOuHasl JKesle3a, MOYKU 6e3 0COOeHHOCTeN.

OKTI': cuHycoBasi TaxuKapzus, HapylleHue Me-
TabO/IIYeCKUX POLIECCOB B MHOKapze.

AHanu3upys BBILIEONMUCAHHBIN C/Ty4ail 3abo0-
JIeBaHMs1, HEOOXOZMIMO CKa3aTh, YTO KITMHUYECKHe
HPOSIB/IEHUs TMIIOMeNaHo3a MTo Kak BapuaHTa
¢axomarosa y JAaHHOTO TaLIeHTa COCTOSIT U3 KOXK-
HBIX ¥ HeBPOJIOTMYECKUX MPU3HAKOB. K KOXHBIM
CHUMIITOMaM OTHOCSITCSI MHO)KECTBEHHBIE YYaCTKH
AeNUIMeHTalluii U TUIepnurMeHTauuil. B crpyk-
Type HeBPOJIOTWYECKHX TPOSIB/IEHUI Ha MepBBIi
IUIaH BBICTYMAeT CHUHZAPOM 33JEPKKU CTaTO-KU-
HETUYEeCKOTO Pa3BUTHs, TPU3HAKUA TeMHUTHUIIEp-
: tpodun, ruppouedansabie MPT-npusHaku. Ha

PR MOMEHT OOpalleHHst B CTAllMOHAp y pebeHKa oT-
AenvirmeHTaLum no 1AM bnatko CYTCTBOBAa/IA SIUICNTUYECKUE TPUMAJLKU, OflHA-
KO, 3Hasi, YTO B KJIIMHUKe 3a00/IeBaHUs ITU IPO-
SIBIEHUs] MOTYT MMETh MeCTO, Ha Hall B3IVIAZ,
HeoOXOIMO a/IeKBaTHO OLEHWTh MPOTHO3 B OT-
HOIIEHUH BO3MOXXHOTO MX Pa3BUTHS U MPOBECTH
COOTBETCTBYIOLIYI0 HMH(OPMALMOHHYI0 PaboTy
C popuTensiMU pebeHKa.

Takum 06pa3oM, AMArHOCTHKA HE CTONb Ya-
cto Berpevaroiyxest Gopm GakomMaTo3oB JO/DKHA
0a3MpoBaThCsl HAa 3HAHUAX M HACTOPOKEHHOCTH
KOKZOTO Bpaya, Ha MpHeM K KOTOPOMY IOTafiaeT
TaKOM MAIMeHT, KOMIUIEKCHOCTH U IIpeeMCTBeH-
HOCTH €ro AUarHOCTHYeCcKuX U guddepeHIas-
HO-IUarHOCTUYECKUX TTOAXOZOB.
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HYPOMELANOSIS OF ITO: CLINICAL CASE

T. Pomerantseva, O. Skorobogatova

Abstract

The clinical case of rare form of phakomatosis is analysed — Hypomelanosis of Ito. Diagnostics of the indicated disease, being based on
results neurological, dermatological, genetic and other inspections, must come true complex: with bringing in of specialists of different profiles
and with the use of clinical-paraclinical possibilities.

Keywords: Hypomelanosis of Ito, neuro-skin lesions.
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