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Linear nevus sebaceous is a rare sporadic neuro-oculocutaneous syndrome characterizes by a triad of symptoms: linear nevus sebaceous,
lesion of the central nervous system and lesion of the organs of vision. The authors present a brief overview of Russian and foreign literature
and clinical observation of a patient with a specific skin lesion against the background of the congenital Schimmelpenning— Feuerstein— Mims
syndrome. The problems of differential diagnostics of the nevus sebaceous of Jadassohn with the syndrome Schimmelpenning— Feuerstein—Mims

are analyzed.
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CUHIpPOM JMHEHHOrO HeByca CaJbHBIX XeJle3
(CJIHCX), nnu cungpom IIummensnenHuHra—®eii-
epiuireiiHa—MumMca, — penkuii HeMPOKOXKHBIA CUHIPOM,
XapaKTEPUIYIOLIUIACS COUETAHUEM KPYITHOIO JIMHEAHOTO
HeByca CaJIbHBIX Xee3 (HeByca SlmaccoHa), SmuIencuun
M 3aJIepXKUA MICUXMYECKOTo U peyeBoro pa3sutus [12].
JlaHHBIN CMHIPOM TaKXXe Y4acTO COIPOBOXIAECTCS ITO-
paxkeHHEeM JIPYTUX OPraHOB U CHMCTEM, BKIIIOYAsl OpraHbl
3pEHMUSI, CEPIEYHO-COCYINCTYIO, MOUEIIONIOBYIO 1 OITOPHO-
JIBUTATEJIbHYIO cCTEMBI [2, 6]. Cpean aHOMauii OTIOPHO-
nBuraTenabHoi cucteMbl pu CJIHCZK nHaubomee yacto
BCTPEYAIOTCS CKOJIMO3, IIOPOKH Pa3BUTHS Ta300eIPEHHBIX
CyCTaBOB, BEPXHUX M HIDKHUX KOHEYHOCTEH, paxuT, pe-
3UCTEHTHBIN K mpruemy ButamuHa D. [TopaxxeHue opraHoB
3peHMsI BKITIOYAeT BPOXKICHHYIO KaTapaKTy, [eMaHTUOMBI,
IIOMYTHEHE POTOBUIIBI, KOJIOOOMBI pamy>KKH1 WA CeTIaT-
ku [11]. ITo manHbIM IMTEpaTyphl, y nanmeHToB ¢ CJIHCXK
SIWJICTICUS U 3afepKKa IICUXUIECKOrO U PEIeBOrO Pa3BU-
TUS BCeTpevaloTcst B 67 u 61 % cilydyaeB COOTBETCTBEHHO,
o(dranpmosiornyeckue aHomanu — B 50 %, BoBieyeHue
JIPYTHX CUCTeM opraHoB — B 61 % cinydaeB. Haunbouee ya-
croi1 (72 % cnydaeB) aHOMaJIMell pa3BUTHUS IIPU JAHHOM

3a00JIEBaHUU SIBJISIETCSI CTPYKTYpHasi aHOMaJus TOJIOB-
HOTo MO3ra WM Yepena, BKIIoYaolas yBeJu4eHue o -
HOTO M3 OOKOBBIX XEJIYIOUYKOB, TeMUMETAIdHIIe(haTuIo
¥ acuMMeTpuIo yepera [12].

Brniepseie CJIHCXK 6511 ormican I IIuvmMenbneHHIH-
roM B 1957 1.; B IIpencTaBIeHHOM UM KJIMHIYECKOM CJTyJae
KPYIHbI JIMHEMHBIA HEBYC CAJIbHBIX XKeJIE3 COYETANICS C IO~
paXkeHWEM OPraHOB 3PEHMS, SMWICTICUEN U HAPYIIEHUSIMU
koopauHaiyu [8]. B 1962 . P. ®eiiepiurreiin u JI. Mumc Tak-
Ke oImrcay 2 IeTeit ¢ TMHEMHBIM HEBYCOM CaJTbHBIX JXKeJle3
B aCCOLIMALIM C SMIJICIICUEH U 3a0€PKKOU IICUXUIECKOIO
1 pedyeBoro pa3sutus [3]. [To3gHee aHATOrMYHbIE KIIMHUYE-
CKHe€ TPOSIBJIEHUS ObUIM OMMCAHBI MO, PA3IMYHBIMUA CUHO-
HUMaMH, TAKUMU KaK CUHIPOM JIMHEMHOTO HEBYCA CaJIbHbIX
xene3 (CJIHCXK), cuampom InmmensnenanaTra—deiiep-
mreiiHa—MumMca, (pakomaro3 HeByca SAmaccona.

Hesyc canpubix xkene3 Slmaccona (HCXKS) — oprano-
WIHBIIA HEBYC, YACTOE BPOXKIEHHOE KOXXHOE 3a001eBaHUE
C IPEUMYIIECTBEHHOM JIOKAJIM3AaLMEN Ha JIMLIE U BOJIOCH-
CTO#1 yacTu ToJ10BhI [1]. 3aboeBaHMe KIIMHUYECKHU TIPO-
SIBJISIETCS Cpa3y MocCJje poXAeHUs peOeHKa B BUIE XKEJITO-
BaTOM OJISIIIKKM HEMPaBUJIbHON OKPYTJIOM UM TUHEHHOMN



IETCKOM
HEBPOAOT UM

GOpMBI, C r1agKou MJIM HECKOJbKO ManuIIoMaTO3HOMI
IMOBEPXHOCTBIO, KaK MPaBWIO, JIUIIEeHHO Bojioc. C Ha-
CTyILUIeHHeM I1yOepTaTa HeBYC CTaHOBUTCS OoJiee 3a-
METHBIM: YBEJIMUMBAETCS B pa3Mepax, IMOBEPXHOCTb €TO
cTaHOBUTCA Oosiee rpyboit, bopomaBuaroir [5]. HCXKA
00ycIOBJICH mpoirdepalneil KISTOK CalIbHBIX XeJe3,
a TakXe, B MEHbIIE!l CTEeMeHu, NPYTUX MPOU3BOTHBIX
KOXU (BOJIOCSHBIX (hOJUIMKYJIOB, allIOKPUHOBBIX XeJe3).
ITo coBpemennbM nipeacTaBiaeHusiM, HCXKS — pesynbrar
@ depeHIMPOBKY TTIOPUIIOTEHTHBIX KJIETOK B CTOPO-
HY 3peJIbIX CAJIbHBIX U allTOKPMHOBEIX CTPYKTYP; UMEHHO
IUTIOPUIIOTEHTHOU MPUPOIOI 3TUX KJIETOK OOBSICHSIOT
MOBBIIIEHHBIN pucK pa3BuTtus Ha ¢oHe HCXKS npyrux
onyxoJieid mpuaaTKoB Koxu [1].

CJIHCX (xon OMIM (Online Mendelian Inheritance
in Man) 163 200) siBisieTcst pe3yJIbTaTOM T€HETUYECKOTO
MO3auIM3Ma, CBSI3aHHOTO ¢ MyTanusiMu reHa NRAS (ko
MIM (Mendelian Inheritance in Man) 164 790) B 1okyce
1p13.2, rena HRAS (xox MIM 190020) B mokyce 11p15.5
u reHa KRAS (MIM 190070) B nokyce 12p12.1. dopma
U paclipelesicHre HeByca, a TaKXke 00beM IMOpaxkKeHUs
neHTpaiabHo# HepBHO# cucteMsl (LIHC) u mpyrux cuc-
TEM OPraHOB OIIPEHECNISIOTCS CTaAue, Ha KOTOPOM BO3-
HUK Mo3antniMm. M3omuposanubiit HCXKS moxeT ObITH
00YCJIOBJIEH COMaTUICCKUM MO3aUIIM3MOM B pa3IMIHbIX
reHax, Bkiouas reHsl HRAS u KRAS [6, 7].

Benenue 6onbHbIX ¢ CJIHCXK noikHO OBITH MHIM-
BUIyIM3MPOBAHO U HAIIPABJICHO HAa KOPPEKIINIO NMEI0-
1IMXCS y manueHTa cuMiToMoB. Haubonee 61aronpusit-
HBIM SIBJIIETCS MEKIUCITUTIIMHAPHBINA ITOIXO0J C yIaCTHEM
KOMaHIBl CIICIIUAINCTOB, COCTOSIIEH M3 HEBPOJIOTa,
nIepMartoJjiora, opTaaIbMoJjIora, OpToIeaa-TpaBMaToIora,
¢usmoTeparieBTa 1 TepanenTa (rmeauarpa). BoaMoxHo xm-
pypruyeckoe yaajaeHue HeByca IIpU ITOAO3PEHUH Ha €Tro
MaJINTHU3AIWAIO WA ¢ KOCMETUISCKON LEJIbI0. DIMIEII-
TUYECKHE TIPUCTYIIBI, KaK IPaBWJIO, KyIMUPYIOTCs Ha ¢o-
He IIpreMa aHTUIMWIENITHYecKuX nmpenapaToB (ADII);
npu HedDOEKTUBHOCTU MEAMKAMEHTO3HOM TepaIr MO-
XeT OBITh PEKOMEHIOBAHO HEHPOXUPYPTHUUECKOE BMeIIIa-
TeJIbCTBO. Takke MOTyT ITOTpeboBaTh XUPYPIUUECKO KO-
PEKILINU CKEJIETHbIC U O(TATbMOJOIMICCKIE aHOMAJIHH.
IIporros s mammenToB ¢ CJIHCXK BappupyeT u 3aBUCUT
OT TSIKECTU CBSI3aHHBIX C 3a001eBaHeM aHoManuii [11].

OdranmsMonornueckue anomanuu mpu CJIHCXK Bepe-
varores y 50 % naumenTos [9]. Hanbosee pacipocTpaHeHbI
SnnOyaAb0apHast XOprucToMa (ISPMOMIT WU JIUIIOAEPMO-
WI), BaCKYJISIpU3alysl POTOBUIIbI, KOJIOOOMA COCYIUCTOM
000J10YKH TJ1a3a (XOpHUOUIEeH), IUCKA 3pUTEIBHOTO HEpBa
1 BeK. Takoke OIMMCaHBI CIIydad BBISIBJICHUS CKJIEpaTbHOMI
WY KOHBIOHKTUBAJIBHOM OCTEOMBI M KJIBLIMHATOB 3aTHUX
MOJIIOCOB 000MX IJ1a3, KOTOPbIe 0OHAPYKMBAKOTCS ITPY KOM-
MBIOTEPHOI TOMOTpachUM OPOUT 1 YIBTPa3ByKOBOM HCCIIC-
noBaHuu ra3. OdTarbMoIornyecKue aHOMaJIuM, CBSI3aH-
Huie ¢ CJIHCXK, xak mpaBuiio, He TIiporpeccupylor. PanHee
XUPYpPruyeckoe ucceyeHue 3rnmobynb0apHOil XOpUCTOMBI

PEKOMEHIYETCS B CIyJasiX ee pacIpOCTpaHEeHUs Ha 3pU-
TEJbHYIO 30Hy — POTOBHILY (UTO IMPUBOIUT K Pa3BUTHIO
acTUTMaTH3Ma), a TAKKe IIPH TIOSBJICHUH B TIa3aX IyBCT-
Ba pazapaxeHusi. Hebomblime 061acT mopaxkKeHusl MOTyT
OBITh MCCEYEHDI. YIajleHHe OOIbIINX 00pa30BaHUM MOXET
oKazaTbcsl 0oJjiee CI0XHBIM U IOTPeOOBaTh MOCIOMHOMN
IUTACTUKM POTOBMIIBI WM CKiIephl. Cirydam 3JI0KadecT-
BEHHOI'O IEepepOXAeHUSI IMUOYIbO0apHON XOPUCTOMBI
Berpevarotes y 20 % 6onbhbix ¢ CJIHCXK, mostoMy Takue
MMAIIUEHTHI C IETCKOT'O BO3pacTa TPEOYIOT TIIATEILHOTO M-
HaMM4ecKoro KoHnrtpous [10].

B cBs131 ¢ HU3KOI1 YaCTOTOI BCTPEUaeMOCTH 3TOTo ha-
koMmaro3za B nonyisun (CJIHCXK otHocurcs K opdaH-
HBIM 3200JICBAaHUSM) €r0 JUArHOCTHMKA MOXET BBI3BIBAThH
OIpeNeJeHHbIE TPYAHOCTU KaK Y JETCKUX HEBPOJIOIOB,
TaK M y psiga Apyrux cruenranaucToB. C IeMOHCTpaIllMOH-
HOI1 LIeJIbIO TIpeIcTaBIsieM KimHmdeckuii ciydaii CJIHCXK
W3 Hallel npakTuku. MHpopMupoBaHHOE corjlache po-
IUTeJIeH ITallMeHTKY Ha MCITOIb30BaHUe e¢ JaHHBIX B Ha-
VUHBIX LEJISIX TTOJIyYeHO.

Knusuyeckui cnyyail

Ilayuenmrka B., 2 200a. Bnepgvie npokorcyromuposana
CReyUuAIUCMOM He8pOA02UHeCK020 UeHmpa YHueepcumem-
ckoil kaunuku (HII YK) 6 6o3pacme 4 mec (6 anpene 2014 2.)
8 ces3u ¢ dcanrobamu (co croe pooumeneil) Ha NOCMOHHbIE
00UNbHbLE CPbI2UBAHUS CBEOCHHOI NUWU, UH020a «porma-
HOM», cAaboCmb MblULY, WeU, YK (RpeuMyu,ecmeeHHo 1e60il)
npU COXpaHHoCmu cubl Muiuy, HudCcHUX koHeurnocmeil. C 1-2o
MecAya HCU3HU OMMeUanoch NosigaeHuUe INU30006 8 Ude CPbi-
2UBaHuil 60 pems 600pcmeosanus uiu opemst yepes 20 MuH
nocae edbl UAU NUMbSA @ COYEMAHUU C HACUALCIMBEHHBIM OU-
CMOHUYECKUM NOBOPOMOM 20408bl 8 CHIOPOHY, 3AMUPAHUEM
83en10a, 3ampyoHeHueM KOHMAKMA, nosieleHuem <«KeaxKa-
oWux» 36yK08, HANOMUHAIOWUX UKAHUe, CAIOHOMeYeHUe
u3 yeaa pma. Anumensrocms snuz30006 — 2—3 mun. Ilocae
npucmyna y pebeHkKa ommeuaromcs oouas caabocms, 8s-
A0CMb, 3ameM COH 8 meyeHUe HeCKOAbKUX 4aCo8.

U3 anamuesa: pebenok om 1-ii bepemennocmu (603-
pacm mamepu — 23 eoda), npomekasuieii Ha oHe ocmpoll
pecnupamopHoil eupycHoll ungexuuu 6o Il mpumecmpe. Po-
Ovl 6 cpok (6 40 Hed eecmayuu) nymem Kecapesa ce4eHus
8 YCA08USIX CNUHANBbHOI AHecme3Ul 8 C853U C pa3gumuem
nPpU3HAK08 6Hympuympooroi eunokcuu y naooa. llocae 6oi-
RUCKU U3 poounbHo20 doma y pebenka 803HUKAAU YACHble
U 00UNbHBlE CPBIUBAHUSL, NPUCIYNO000PA3HAsL UKOMA, 8 C853U
¢ Yem pooumenu He0OHOKPAMHO 00paWANUCD K YHACMKOBOMY
neduampy, co8epuianico NONbIMKU 3aMeHbl MOAOYHOU CMe-
cu — be3 omuemaugo2o Kaunuueckoeo agpgpekma. B sozpacme
2 mec (7 urons 2014 2.) 6 meuerue OHs 8nepaole @ HCU3HU
3 8blUEONUCAHHBIX NPUCIYNA PA3BUAUCH 8 NOAONCEHUU pe-
benka aedxca Ha cnuHe uepe3 15—20 mun nocae KopmaeHus
(okono 12, 16 u 20 u), npucmynsi npomekasu 00OHOMUNHO.
Podumenu camocmosmenvHo docmaguau pebeHKa @ yeHm-
DPANbHYIO PaiioHHYI0 601bHULY, 20e 0e80UKA Oblia OCMOMpPeHa

1



';KYVCPCHKAVIJ1I)I HETCKOM
HEBPOAOTI' MU

dedicypHbiM neduampom npuemnozo omaoenenus. Ha momenm
ocMompa namono2ul He 8ols61eH0, pebeHoK HanpaeaeH 0o-
Mol nod Habarwldenue yyacmkoeozo neduampa. B konye
urons 2014 2. pazeuncs nosmopuslil npucmyn nocie eobvl,
KOmopbLil npomeKan msjcenee, ¢ ypurayueil, ommeueHo no-
s61eHUe OMeYHOCMU HOdICeK (CMOn U 2oneHell ¢ 2 CMopoH)
6 nocmnpucmynnHom nepuode. Peberok 6bi1 cocnumanu3upo-
6an 6 cmayuoHap. JluazHocmuposansl Npeonoa0NCUMenbHO
cumnmomamuueckue ghoKkanbHble NPUCMYNbL, HA3HAYEH npe-
napam 8anvhpoesoii Kuciomol (Oenakut) é dose 150 me/cym.
Ha ¢hone mepanuu uepes 2 Hed pazguacs nOBMOPH.LIL npU-
cmyn.

Hacnedcmeennoiii anamues no paxomamosam He omsi-
2oujer, 00HaKo ceederuss 0 podocar08HOI HenoaHble. Mamp
npobanda cmpadaem MUKpoadeHomol eunogusa, eopmo-
HAAbHO HeakmugHoll, Habawdaemcs y IHOOKPUHOA02A;
npuem 20pMOHANbHBIX NPENAPamos 80 8peMs GblHAUUGAHUS
bepemMeHHOCMU U 80 8peMsl ePYOHO20 8CKAPMAUBAHUS OM -
puyaem.

Cocmosinue nayueHmKu Ha MOMeHM NePEUHHOL KOH-
cyasmayuu y0oeiemeaopumensroe, CO3HaHue scHoe, (oH
Hacmpoerus pogHblil, dodpodcesamensra. Ha koxce auya —
KPYNHbLIL NAOCKULL AUHELIHBLI NUSMEHMHbLIL He8YC, HAYUHAI-
wuiics ¢ A006HoI obaacmu no UeHmpy u caeea, ¢ npoooadce-
HueM Yepe3 1e8yr0 Nepuopoumanbrylo 001acme, 1e6bolil 21a3,
nepenocuyy (6oaviue cnesa), 1€8yr0 ueKy, ¢ paculuperuem
U ycuneHuem nueMeHmayuy 8 0041acmu ueu c1eea; ¢ s61eHu-
AMU WeAYUIeHUS, N0KANbHbIM «BblOYXAHUEM»> MALKUX MKAHel
6 obnacmu Hegyca HAO NOBEPXHOCMbIO KOJCU 8 UDE MEAKUX
NAOMHbIX HCEAMOBAMO-0eabiX Y3eAK08 PAZMEPOM C NPOCSHOE
3epHo. Co c106 mamepu, HegyC y pebeHKa NPUCYmMcmeayem ¢
POdNCOeHUSL, HO C MeHOeHYUell K pOCHY N0 Mepe 83DOCACHUS.
Ommeuaromes acummempus Kpolibee Hoca (0oablie cresa),
acummempusi pocma pecHuy, (Kopoe caeea), uiest yKopoueHa,
6 obaacmu weliHoil ckaadku no nepeoweil N0OBePXHOCMU C/e-
6a obaacmv mayepayuu Koxcu (onpeaocms) 8 césasi ¢ mem,
4mo degouKa Yauje HeCKOAbKO N08OPavUeaem U HaKAOHsIem
20108y ene6o. Obnacme aroneyuu 6 obaacmu 3amoinka. Moi-
WeYHbLl MOHYC AKCUAAbHOU MYCKYAamypbl (MblUlY, CHUHDbL,
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JHCUBOMA U BEPXHUX KOHEUHOCMEL) CHUICEH, 20108Y 0epicUm
HeygeperHo. Jlesocmoponnuil cemunapes. Tlpu eéepmukanu3za-
yuu pebenKa — cKkpeujusanue Hoe, nodeubanue natvyes Hoe,
MOHYC MblLUUL, HUICHUX KOHEYHOCMell NOBblUleH No cnacmuye-
ckomy muny, bonvule creea. Peghrexcel 6epxnux Koneunocmeil
CHUDICEHbL, HUNICHUX KOHeYHOCMell — YMepeHHble, 8blule Ce6d.
Knonyca nem. Paccmpoiicme vyygcmeumenbHoCmu He 8bisi6-
neHo. MenuneeanvHuvix 3nakog Hem. Ilepuoduuecku cmpu-
00po3Hoe dbixanue 8 NoA0JCeHUU pebeHKa nedca Ha cnuHe.

B cea3u ¢ nodo3peruem Ha 0uaeHO3 HelipOK0ICHO20 CUH-
dpoma nposodunacs ouggeperyuanvHas OUaAsHOCMUKA Mec-
0y 6oae3uvio Pexaunexayzena u CJIHCXK, pekomendosano
donoaHumenvHoe o6ciedogatiie.

Ilo danubim HoOuHO20 6uUde0-DII-monumopuHnea 6boi-
A64eHbl nepuoduyeckoe PoKasbHoe 3amedieHue KOpKogoil
PUMMUKU NO N0OHO-UEHMPAAbHbIM 0MEedeHUAM 1€8020
noaywapus u 00UHOMHAs BCHbIUKA C HEHemKO CIpYyKmy-
PUPOBAHHBIMU KOMNAECKCAMU OCMPAs — MeOAeHHAs G0AHA
yacmomoti 2 1y, amnaumydoit do 230 mk B, drumenvHocmoro
do 1,5 ¢ 6 106HbIX OMEedeHusx caesa, be3 usmeHeHus nose-
deHus1, 08U2amenbHbIX (heHOMeH08 U NPoOYIcOeHUs pedeHKa.

Ilo pezyabmamam npogedenHoii MaeHUMHO-PE30HAHC-
HOll momoepaguu 8oiaeaeH 8pONCOEHHbII NOPOK PA3GUMUSL
20108H020 Mo3ea (puc. 1): ducnaacmuueckoe ygeauuenue
6 pasmepax 1e6020 NOAYWAPUsL C YIMOAUWeHUEM KOPbl U OM-
cymcmeuem wemkoi duggepenyuayuu mexncoy cepuim
u Oenvim eeujecmgom, obedHeHue CYAbKayuu nopalceHHo20
noaywapus, ducniacmuueckoe pacuiuperue 1e6020 60K0-
6020 Jceny0ouKa ¢ A6AeHUAMU OeMUeAUHU3AUUU 8 NepUBeH-
mpukyaapuom beaom eewecmeae. Takoce obpausaem Ha ce-
031 GHUMAHUe OMKPbIMbLil Xapakmep Ae6oil 60K080U ujenu.
[lepusenmpukyaapro caeéa onpedeasomes yMacmku caabo
noewiueHHo20 cuenana 6 pexcume T2-636ewennbix uzodpa-
JHCeHUll U NOHUNICEHHO20 — 8 pesicume T 1-636euleHHbIX U30-
bpasicenuil, npu Ucnoab308anuu nociedosamenvHocmu IR
(inversion recovery) ¢ moaujuHoil cpesa 4 Mm vluieonucan-
Hble UBMEHeHUsI N0 CUCHAAbHBIM XAPAKMEPUCMUKAM UOeH-
MUYHBL CepoMy eljecmay 20106H020 M032d, ¢ 0080AbHO Hem-
KUMU HEPOBHbIMU KOHMYPAMU, HECKOAbKO Oehopmupyroujue

Puc. 1. [Tayuenmxa B., 2 200a. uaenos: cundpom Illummenvnennunea—Deiiepumeiina—Mumca. MaeHumno-pe30HancHas momoepagpus 20108H020 Mo3ea:
eemumezandnyeparus careea (00vsACHeHUs 8 meKcme)
Fig. 1. Patient V., 2 y. 0. Diagnosis: Schimmelpenning— Feuerstein— Mims syndrome. Magnetic resonance image of the brain: left-sided hemimegalencephaly
(explanations in the text)
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Puc. 2. [layuenmxka B., 2 eo0a. Jluaenos: cunopom llummenrvnennunea—Peiiepuumeiina—Mumca. Jluneiinoiii Hegyc canbHbiX Jicenes ¢ 06AeHeHUeM KONCU
Auya, weu u 0KoaoyuwiHol ooaacmu caeea (gpomoepaguu coeaanwvi A.C. Onvuanckoii u coasm., 2016)
Fig. 2. Patient V., 2y. 0. Diagnosis: Schimmelpenning— Feuerstein—Mims syndrome. Linear sebaceous nevus involving the skin of the face, neck and left pa-

rotid area (pictures taken by A.S. Olshanskaya et al., 2016)

cmeHKU poeo8 0arHo2o Jceaydouka. bokoewie scenydouru
MO032a accuMempuyHsle, paculupersl, nepeonull poe 1e6020
00K08020 JHceaydouka umeem aHmepo-cynparamepasbHyro
ducnosuyuro, 111 xuceaydouex pazmepom do 0,6 cm, IV xce-
Ay0ouex u 6a3anvHvie YUCMEPHbI He USMEHEHDL.

Pebenok npokoncyssmuposan 0epmamonoeom, 8pa-
yom-eeHemukom; ycmaroenaen ouaeno3 HCXKA. Ilpokon-
cyavmuposan Heiipoxupypeom OIAY « Hauuonanvhoiii Hayy-
HO-NPAKMU4eCcKull yeHmp Helpoxupypeuu um. aKademuxa
H.H. bypodeuko» Munzdpasa Poccuu, onepamuenoe emewa-
Meabemeo OMAOICEHO 88UAY 8bICOK020 PUCKA NOCAEONepayll-
oHHbIX ocaoxcHeHutl. Tlocaedyroujee Habarodenue npodoadice-
HO HE8POA02OM NO MECHY HCUMEeNbCNEA.

B dexabpe 2016 e. — nosmopnoe oopawernue ¢ HI[ YK
8 C653U CO CPbIBOM 00CIMUSHYMOU MeOUKAMEHMO3HOU peMuc-
CUU INUACNIMUYECKUX NPUCMYNO08 (0AUMEAbHOCIb PeMUC-
cuu — 8 mec) Ha gore noaumepanuu ADII (denakun u ken-
npa), makice #aro00vi Ha 3a0epPICKy peuesoeo pazeumus,
2unepeo30youmMocms, HapyuleHus cHa U azpeccUueHoCmb
6 0eHb BO3HUKHOBEHUS NPUCMYNO08, YeeauteHue 6 00seme
U ycuneHue nueMeHmayuu Hegyca ¢ obaacmu Auya u ueu.
Hesponoeuueckuii cmamyc: cocmosiHue pebeHKa no comamu-
YeckoMy cmamycy y0084emeopumensroe, Co3HaKue AcHoe,
Ha MOMEHM KOHCYAbMAYUU NPUCTIYNO8 He 3apecucmpupo-
8aHO, peyegoe pazsumue ¢ 3a0epicKoil, 00HAKO, CO CA08
podumeaneii, degouxa npousrnocum do 10— 15 deycaoxncHbix
cnoe. Tunepeosbyouma, Heycuduuea, Ha ye080pbsl peazupyem
adexeammo, Ho HeNnPOOOANCUMENbHO, NHOOZHAMENbHA, OXOM -
HO udem Ha KOHMaKm c 8pa4om, dobpocesamenvra. Koc-
Hble HOKPOBbL AUYA C KPYNHBIM HAOCKUM 2AA0KUM AUHETUHbIM
NUSMEHMHbIM HEe8YCOM, HAYUHANWUMCS ¢ A00HOU obnacmu

10 yenmpy u caeea, ¢ npodoaNceHUeM Hepe3 A€y nepuop-
oumanwvHyro 0baacme, neewlil enas, nepeHocuyy (boavute cae-
6a), 1€8YI0 WEKY, C PACUUPEHUeM U YCUACHUeM NUeMeHmAayul
6 obaacmu weu caesa (puc. 2), 6oéneueHuem 8040CUCHOU 4a-
cmu 20108b1 (puc. 3), ¢ A6ACHUAMU WeAYUWeHUS, N0KANbHBIM
«BblOYXaAHUEM»> MASKUX MKAHEl HA0 NOGEPXHOCMbIO KOWCU
6 8Ude MeAKUX NAOMHBIX JCEAMO8AMO-0eNblX Y3eAK08 pa3-
mepom ¢ npocsiHoe 3epHo. YepenHo-moseo8wie HEPBbl: 3paAuKU
OKpYyenble, 6e3 acuMmempuu CMopoH, cxo0sueecsi Kocoenasue
cresa, 3a uepyuiKoll credum, CAyxX COXpaueH, paccmpoiicme
YY8CMBUMENLHOCTNU HA AUYe Hem, MUMUYECKAs MYCKYAQmY-
pa unmakmua, 6ya60apHbiX HapyuieHuii Hem. Jlgueamens-
Has cghepa: camocmosmensras xo0v0a cgopmuposana, He-
yemouiuueocms npu xoovbe, y8epeHHo X00um ¢ n000epICKOoi
3a PYKY, UEHMPANbHYII eeMunapes cnpaga co CHUNCEHUeM

Puc. 3. Ilayuenmxa B., 2 eoda. Jluaeno3: cunopom Ilummenvnennunea—
Detiepumeiina—Mumca. Jluneiinviii Hegyc carbHbIX Jcene3 ¢ 608AeHEeHUEM
gon0cucmoil uacmu 20106b! (pomoepagpus coenana A.C. Onvarckoii, 2016)
Fig. 3. Patient V., 2'y. o. Diagnosis: Schimmelpenning— Feuerstein—Mims
syndrome. Linear sebaceous nevus involving the scalp (picture taken
by A.S. Olshanskaya, 2016)
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Puc. 4. llayuenmka B., 2 eoda. Jluaeno3: cundpom llummenvnennunea —
Deiiepumeiina — Mumca. [lopajxcenue opeana 3penus: AUHElHbL Hegyc
CaNbHbIX Jicene3 NepuopoUmansHoil 00Aacmu U 80A0CAHbIX POANUKYN08 8epX-
Heeo geKa 1e6020 21a3a, Maoapo3 pecHuy 1egoeo 2aasza (gomoepaghus cde-
aana A.C. Onvuwanckoii, 2016)

Fig. 4. Patient V., 2y. o. Diagnosis: Schimmelpenning — Feuerstein — Mims
syndrome. Eye lesions: linear sebaceous nevus involving the periorbital area
and follicles of the left upper eyelid, left-sided madarosis (picture taken
by A.S. Olshanskaya, 2016)

MBUUEYHOU CUNDL 8 NPABBIX KOHEUHOCSAX 00 4 641106, AHU30-
pepaekcus c npeobnadanuem pegaexcos cnpasa. Ilpasocmo-
DOHHsS 2emueunocmesus. Tazoevle yHKyUU KOHmMpoOaUupyem,
HO eueueHu"ecKue HasblKy He NPUGUMbL (MOUeUCHYCKaHue
u dehexayus 6 namnepc). MenuHeearbHbIX 3HAK08 HEMm.
Pebenok 6b11 ocmompen Hetipoogpmansmonoeom HI[ VK.
Buszomempus oboux enas: He omeeuaem no ozpacmy. Cxo-
dsulee Kocoenasue negoeo 2nasa (yeon kocoeaasus 9—10°),
MasmHuKoobpasuwlii Hucmaem. buomuxpockonus npasoeo
21a3a: nepeoHuUli OMpe30K He U3MeHeH, onmuueckue cpeobl
npospaunsvie. buomuxpockonus aeoeo erasa: 6 nepuopou-
MAAbHOU 00AaCMU, HA BePXHEM U HUICHEM 8eKe 8U3YANU3U-
pyemcs AUHEUHbLI HegyC c6emA0-KOPU4HEe8020 ygema ¢ 56-
ACHUAMU WeAYUEeHUS U N0KANbHBIM «6bl0YXAHUeM> MACKUX
mKaHel Had NOBEPXHOCIbIO KOXMCU 8 GUOe MEAKUX NAOMHBIX
y3eaxos. Yacmuurnoe omcymemeue pecHuy 6epxHezo 6eKa
Yy 6HympeHrHe2o0 yeaa neeoeo 2aasa (puc. 4), nepeduuii om-
De30K He uzMeHeH, onmuueckue cpedvl npo3pautsle. Bexu
npuaexcam K eAa3HoMy 040Ky, cmbikanue eex noaroe. Og-
manvMocKonus: 0ba enasa — pegaexc ¢ eA1azHo2o oHa 6aed-
HOo-po306blil. Juck 3pumenvroeo Hepea 61e0HO-PO306bli,
2PAHUYbL CreeKa CIMYULeB8AHbL, COCYOUCTbLIL NYHOK 8 YeHmpe.

4

Xod cocydoe ymeperHo uzgum, eHvl NOAHOKPOBHbL. B makyne
u no nepugepuu 6e3 o1azos.

Ha ocrosanuu komnaekcHo2o MyabmudUCyUnIUHapHo20
obcnedosanus nayueHmie 6 o3pacme 2 aem evicmasneH ou-
a2HO3 «HAacAe0CMBeHHbLI HelipoKocHbll cundpom Hlummens-
nennunea—Deiiepumeiina—Mumca, cnopaduueckuil cayuail
C nopaicenuem Koxicu 8 sude KPynHo20 1€80CMOPOHHe20 AU~
HellHo20 Hegyca (eamapmombl) Ha Kodce 10a, nepeHoCculbl,
Hoca, NepUoKyASPHOLL 0baacmU, WeKU U weu,; ¢ NOpajiceHuem
20/106H020 M032a 8 8Ude 1e80CMOPOHHELL ceMUuMe2ardHuepa-
AUU, NePUBCHMPUKYASAPHOL 2emMepomonuu cepozo eeulecmea
6 N1e60il N00HOI U MeMeHHbIX 00AACMAX, NPABOCHOPOHHE20
UYeHmpanbHo20 eemunapesa, NpagoCMopoHHell 2eMueunocme-
3uU, 3a0epicKu ncuxopeuesoeo pa3eumusl; ¢ NopadceHuem
0peana 3peHus 6 eude 1e60CMOPOHHE20 CXO0AULe20C KOCO-
2nasus, AUHelH020 Hesyca 80A0CAHbIX QOANUKYA08 U Ma-
dapo3sa eéepxneeo eexa aegoeo erasza». Ilockoavky npu daw-
HOM cUHOpOMe 6 psde CAy4ae8 MO2Ym Bbli8AAMbCs MAKIce
aHoManuu pazeumusi cepoeyHo-cocyoucmoil, Mo4enon080i
U CKeAemHoll cucmem, NAUUEHMKA HYHCOaemcs: 8 Meicouc-
YUNAUHAPHOM OUCNAHCEPHOM HabAto0eHuu U pacuupenuu
cnekmpa OuaeHOCMU4ecKux npouedyp 8 naaHoeom nopsoxe.

ITaTonornvyeckrue M3MEHEHHUSI CO CTOPOHBI KOXU
npu CJIHCXK MOXHO yCIIOBHO pa3IesIuTh Ha 3 CTamauM.
[lepBas ctagus xapakTepu3yeTcs HeaIOPa3BUTHUEM BOJIOC
U CaJIbHBIX XeJie3, 2-s CTaaus Jallle BCEro IPOUCXOIUT
B MOMEHT ITOJIOBOTO CO3PEBaHUS U XapaKTepHU3yeTCs Ipy-
OBIM M3MEHEHHUEM CaIbHBIX Xejle3, 00pogaBJYaTOi T'v-
MepIuIa3yeil SIMUaepMuca M CO3peBaHUeM allOKPUHOBBIX
XKeJes, B 3-1i cTaguy N3MEHEeHUsI KOXKU MOTYT ITOIBepraTh-
cd 3710Ka4ecTBeHHOM TpaHchopmalmu. TakuM odpasoM,
JIMHEITHBIC HEBYCHI CAJIBHBIX XKeJIe3 TOJDKHBI yIAISITHCS XU~
PYPTMYECKMM ITyTeM MJIU TIIATEIFHO KOHTPOJIMUPOBATHCS
C IIEJIPIO MCKITIOYCHUS 37I0KaYECTBEHHOTO TIEPEPOXKICHMSI.
ITo manuweiM muTepatypsl, ipu CJIHCXK cynoporu u ymcr-
BEHHAas OTCTAJIOCTb BCTpedaroTed y 67 u 61 % nmauueHTOoB
COOTBETCTBEHHO [4]. Ipyrue HeBpOJOrnYecKe HapyIie-
HUSI B OOJIBIIIMHCTBE CBSI3aHBI C aHOMAJIMSIMU Pa3BUTHUS
IIHC, xak 6bUTIO TTOKAa3aHO B HallleM KJIMHUYECKOM CIIy-
yae. [1pn papmMakope3nCTEHTHON SMUJIEIICUU TTOKAa3aHO
HEeNpOXUPYPrUIeCKOe BMEIIATEICTBO. YUNUTHIBAS YACTOTY
1 1e010T odprambmoiornyecknx anoManuii mpu CJIHCXK,
IMalleHTaM ¢ paHHETo JEeTCKOro BO3pacTa HEOOXOIMMO
MMPOBOAUTH THIATEbHBIN 0(TAIBMOJOTMYECKIIT OCMOTP
B YCJIOBUSIX MEIMKAMEHTO3HOM LIMKJIOIJICTUH C IIPUMe-
HEHMEM JTOIOJIHUTEIBHBIX METOIOB TUArHOCTUKU C 1Ie-
JIBIO BBISIBJICHUSI aHOMAJIMIA HAa pAHHUX CTAIMSIX PAa3BUTHS
1 CBOCBPEMEHHOI KOPPEKIINHM TAKTUKY JICYCHMSI.
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