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CvHgpom LLnmmenbneHHnHra — deriepwiterina — Mumca — pegkuii BpOXXAEHHbIN, HaCNeACTBEHHbIN
CUHOPOM, XapaKTepuayoLLnncs Hanm4ymem ogHoOro UM HECKONMbKUX CeB0penHbIX HEBYCOB, CTPYKTYPHbI-
MU N (PYHKLMOHANbHLIMWU HapyLLEHUAMU 3pUTENIbHON, CepaeYHO-COCYANCTON, KOCTHOM N LeHTpasnbHOM
HepBHOW cucteM. MaBHbIM MapkepoM cuHgpomMa LLinMmenbneHHWHra ABnaeTcs NpucyTCTBUE HEBYCOB
Ha KOXe nmua v Wwen — ramapToMm anuaepmMarsnbHO-(onmnKynapHo-cebaLenHo-anoKpMHOBOro Npouc-
xoxaeHus. Llenbto nyénnkaumm aBnsaetcs onnucaHne KIMHMYecKoro cryyass — co6CcTBeHHoe Habnoae-
HWe pefdkoro 3abonesaHus N3 rpynnbsl opdaHHbIX — cuHgpoma LnmmenbneHHnHra — ®dereputenHa —
Mumca. CMHOPOM accoLMMPOBaH C LUMPOKUM CMEKTPOM BO3MOXHbIX BPOXKAEHHbIX NATONOrMA, NO3TOMY
TakuMm naumeHTamMm Heo6XoAMM CBOEBPEMEHHbBIN MEXANCUNNINHAPHBIA MEeOULMHCKUIA KOHTPOSIb.

Knto4eBble cnoBa: cuuapom LnMmensneHHUHra, opchaHHoe 3a6onesaHue, HeByC.

KOHMAKT MHTEPECOB: aBTOpbLI AAHHOW CTaTbW NOATBEPAUIN OTCYTCTBUE KOH(DNMKTA UHTEPECOB, O KOTOPOM HEO6-
XOOMMO COOOLLUTD.

NCTOYHUK (hrHAaHCMPOBaHWS: pyKonvch NMoAroToBIieHa U Ony6MKoBaHa 3a CHET (OMHAHCUMPOBaHUS MO MECTY PadoThl
aBTOPOB.

Cornacue naumneHTa: 3aKoHHbI NpeacTaBuTesb nalmeHTa qO6POBONLHO MofanMcarn NHGOPMMPOBaHHOE cornacue
Ha ny6nmnkKaumio NepcoHanbHON MeanLIMHCKON MHpopMaumn B 06e3nn4eHHON hopme B XypHane «BecTHuk gepmaro-
NOTUN 1 BEHEPOIIOTN».
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Schimmelpenning — Feuerstein — Mims syndrome is a rare congenital hereditary syndrome
characterized by the presence of one or more sebaceous nevi, structural and functional disorders of

the visual, cardiovascular, bone and central nervous systems. The main marker of Schimmelpenning
syndrome is the presence of sebaceous nevi on the skin of the face and neck — a hamart of epidermal-
follicular-sebaceous-apocrine origin. The aim of the article is to present our own clinical observation of
Schimmelpenning — Feuerstein — Mims syndrome from the orphan diseases group. The syndrome

is associated with a wide range of possible congenital pathologies, so such patients need timely
interdisciplinary medical monitoring.
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Il Beepenue

Cungpom LWummensnenHnHra — ®denepitenHa —
Mumca — peOkuin BpOXAEHHbIW, HACNeOCTBEHHbIA Hew-
POKOXHbIA  CUHOPOM, XapaKTepu3YLLMIACA HanMyinem
KPYMHOro JNMHENHOro HeByca CcanbHbIX Xene3 (HeByca
flpaccoHa) B codeTaHuy € anunencuen, 3agepXKonm ncu-
XMYECKOro 1 pevyeBoro passutus. JaHHbI CUHOPOM Takxe
MOXET XapaKTepu30oBaTbCs NOpaxXeHWeM Apyrux opraHos
N CUCTEM: OpraHoB 3peHusl, CepaeYHO-COCYANCTON, MoYe-
NonoBOW 1 ONOPHO-ABUraTensHon cuctem [1-3].

Bnepeble B 1957 r. LUummenbneHHWHr onucan na-
LUMeHTa C HEBYCOM cCallbHbIX Xernes, NopaxeHusamu rnas,
3NUNEenTUYECKMN npunagkaMu 1 YMCTBEHHOM OTCTano-
cTbto. OH HasBasn 37O coYeTaHWe aHOManui HoBbIM dhako-
mMaTo3oM. 3atem B 1962 r. Feuerstein 1 Mims coo6Lyunm
O HOBOM CMHAPOME, XapaKTepuayloLllemcss Tpragon Knu-
HUYEeCKUX MposiIBNIEHNA B BUAE anuaepMalbHbIX HEBYCOB,
npvnagkoB U ymcTBeHHoW oTctanoctu [4]. C 60-x rr. XX B.
KIMTUHULMCTBI COO6LLanM O HEM MoA pasHbIMU UMeHaMu,
TakMMU Kak «CUMHOPOM JIMHEMHOro HeByca callbHbIX Xe-
nes», «cuHpgpomMm LUnmmensneHHuHra — denputeiHa —
Mumca», «CMHOPOM NMHEWHOro canbHoro Hesyca (LSN)»
n «cnHgpom ConomoHa» [4, 5].

KnuHnyeckn 3abonesaHue MOXET MPOosBAATLCA N30-
NVPOBAHHON KOXHOW naTonoruven, Ho uHorga — aHoma-
NUAMU  LUEHTpanbHON HEPBHOW, KOCTHOW, 3pUTENbHOM
nnu ceppeyHo-cocygmncTon cuctem [5—7]. Cungpom LLnm-
MenbMeHHWHra — 9T0 pepgkas Mo3audHas PAConatus,
OHa HOCUT Cropagu4ecKknin xapakrep 1 ABNaeTcs pesyrb-
TaToM reHeTU4ecKoro Mosavuuama, CBA3aHHOro ¢ MyTa-
umamu reHa NRAS B nokyce 1p13.2, rena HRAS B nokyce
11p15.5 n reHa KRAS B nokyce 12p12.1. ®opma 1 pacno-
NOXeHne HeByca, 06beM NopaxeHusl LieHTpanbHON HepBs-
Hor cuctemsl (LUHC) 1 gpyrux cuctem opraHoB onpegens-
I0TCA CTaAnen oHToreHesa, Ha KOTOpoWn faHHble MyTauum
BO3HUKN [5, 8, 9].

B npouecce ambpuroreHesa MytaLumn 3aTparmearoT 3K-
ToAepMy — OOLUMA AN HEPBHOW CUCTEMBI U anuaepMuca
KOXM UCTOYHMK pa3BuTns. COOTBETCTBEHHO, BO3HWKAET CO-
YeTaHHOE nopaxKeHne faHHbIX CTPYKTYp [4, 10, 11].

HeBycbl MMeT NUHENHY0 OpMy W pacronararoT-
cs no nuHnam Bnawko. Mopdonornyecku o6pasosaHus
XapaKkTepuaylTcs 4YeTKMMWU rpaHuuamu, 6opofasyarton
NMOBEPXHOCTLIO, OKPACKON LiBeTa 3[0POBOM KOXMU, UHorAa
6bIBalOT XEeNnToro unu kKopu4Hesoro upeta. lNpouecc no-
paXkeHUs1 KOXW MOXEeT ObITb NT0KanM3oBaHHLIM U pacnpo-
CTpaHeHHbIM, HO 3a4acTylo UMEET KpaHuanbHyo nokKanm-
3aumio, nHorga BOBMIEKAeTCa cnuancTas obonoYka pra,
3ajHero npoxofa, nomnosbix opraHos [12—14]. Mo mepe
B3pocneHna pebeHkKa HeBYyCbl MOryT CTaHOBUTLCHA 60-
nee nNUrMeHTUPOBaHHLIMK, NpuobpeTaTb rurnepkeparos
N faxe 601e3HEHHOCTb (CyObEKTMBHO pacLeHnBaTbcs 60-
NEe3HEHHbIMM).

Kak npaswnio, npuv ructoniorm4eckoM uccnenoBaHum
3NMAepMasbHOro canbHOro Heeyca U3MEHeHUs NpeacTas-
neHbl NanunIomMaTo3HoW runepnnasven anngepmuca, ner-
KM aKaHTO30M U runepnurmeHTaumen. B cocoukosom u pe-
TUKYNSAPHOM COsiX AePMbl MOXHO OTMETUTb HEMpaBUiibHOE
hopMUpoBaHue Josek 3pesbixX canbHbIX Xenes; ysenMymsa-
€TCs KONMYEeCTBO APYrvX aNUTenmanbHbIX CTPYKTYP (paclum-
PEHHbIX aroKPVHOBbIX Xenes, abOPTUBHbLIX BONOCAHbLIX ¢OOrI-
nvkynos). BonocsiHble donnukynbl Menkue, He[opasBuThI
W 4acTo NpeacTasneHbl CONUAHBIMU TXaMu HeamddepeH-
LMpoBaHHbIX 6a3anonfHbIX KNeTok. [Mnepnnasust canbHbIX
Xenes xapakTepHa A5l ce60periHoro Heeyca, OJHAKO OHa
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MOXET UMETb MECTO Y 300POBbIX HOBOPOXAEHHbIX KakK TpaH-
3UTOPHOE COCTOsIHME, pa3BuBaroLLieecs nod BAUSIHUEM MO-
nagaHus B opraHu3m MaTepuHCKUX FOPMOHOB. Y nuy, ny6ep-
TaTHOro Bo3pacTa B TKaHW HeBYCa 4acTo O6HapY>XMBaTCA
CKOMneHusa HeanddepeHUMPOBaHHbIX KNETOK, HarnoMm1Hao-
Lme 6asanongHble rHesga [10, 11, 14]

Ha cerogHsILLHWM OeHb OTCYTCTBYIOT TOYHble OAHHble
O pacnpocTpaHeHHOCTU cuHgpoma LLUvmmensneHHuHra
B MWpPOBOM nonynsaumn. TpyaoHOCTb MOCTAHOBKW OaHHOrO
OnarHosa OObACHAETCA CnopaaMyeckon BCTPEYaeMOCTbiO
M CNOXHOCTBIO AndepeHLmnansHon AMarHoCTUKN.

MpenctaBnsieM onucaHne KIMHUYECKOro crny4vas cob-
CTBEHHOrO Ha6NAEeHMA NauneHTa ¢ peakMM BpOXAEeHHbIM
cuHgpomom LnmmensneHHnHra — ®eneputenHa — Mum-
ca, OOVH M3 rnokasaTefbHbIX CnyyYaeB OAHHOW COYeTaHHOM
naTonoruun.

Onucanue cnyyas

Maupent W., 5 mec., noctymun B KAMHWKY CaHKT-
MeTepbyprckoro rocynapcTBEHHOro neauaTpuy4eckoro Mme-
OMLMHCKOr0 YHMBEpCUTeTa C Xanob6amu Ha BriepBble BO3HMK-
LuMe NpUCTYMbl B BMAE «pas3BedeHNs pyyeK U 3akaTbliBaHUs
rnas». /13 aHamHe3a U3BECTHO, YTO Y pebeHKa C poXAaeHus
AnarHoctnposaH cuHgpoM LLnMmenbneHHuHra.

Manbuynk poxpeH OT nepsor 6epeMeHHOCTU, NpoTe-
KaBLLen Ha ¢poHe MHOroBOAMS, KOPOHABMPYCHOW UHMEK-
uun B Il TpMecTpe 1 runoTnpeosa y matepu. Pofabl Ha-
cTynunu Ha 39-1 Hefiene nNyTeM Kecapea ceveHus. Cpasy
npy poxaeHun y pebeHka 6bin 3anofo3peH reHeTn4ecKui
cuHgpowm. o cnoesam martepu, B CeMbe paHee OTCYTCTBO-
Bann Kakue-nnbo reHeTnyeckne 3abonesaHus. Beugy
pas3BuUTUS HapacTatoLLen AbIXxaTenbHON HefoCTaTOYHOCTH
B TeYeHMe NepBbIX TPEX MECALIEB XMN3HW pebeHOK Haxoaus-
€A B OTAENEHUN peaHMMaLmMn HOBOPOXAEHHbBIX (Hyxgancs
B NPOBEAEHUN HEMHBA3NBHOW BEHTUNALUN NETKNX).

B Bo3pacTe 4 mecsiLeB BO BPeMsi KOPMIIEHUS Y Manb4u-
Ka BMepBble CIyYMICa NPUCTYN B BUAE KPATKOBPEMEHHBIX
3amMupaHnii, packugbiBaHusa pyK, NOBOPOTOB rOMOBbI C 3a-
npokuabiBaHWeM Ha3ag v 3akaTblBaHus rnas (cepum no 3-5
pa3). Bnocnegctsumn npucTynbl NOBTOPANNCL, HA MOMEHT
NoCTynsieHns B NpuemMHoe OTAefieHve 6bIo 3aperucTpu-
poBaHoO 6 3MM30[0B, KnaccuuUMpyeMbIX Kak cumMnToma-
Tn4eckue hokanbHble NpUCTynbl. B ganbHelwem yactoTa
W OMTENbHOCTb 3MU30Q0B YBENUYMBANNCH, B CBA3W C YEM
nony4an npenaparbl BafbMpPOeBON KNCAOTbI, a Takxe fe-
BeTMpaueTam u BurabaTpuH.

Ha MOMeHT ocmoTpa cocTosiHue pebeHka cpefHen Ta-
xecTn. PebeHok B CO3HaHMK, KNCMOPOA03aBMCUM (MpW OT-
KMFOYEHUN NOCTOSIHHOW MOAAYM YBNaXXHEHHOro kucnopoga
hecatypauusa gocturaet 85%).

Pe3synbrarel gou3nkanbHoro, 1abopaTopHoro
U UHCTPYMEHTAJIbHOI0 UCCEA0BaHNA

Ocob6eHHoCTH (heHOTUNa pebeHka: rosioBa OonuxoLie-
hanmyeckor opmbl, YLLIHbIE PAKOBUHbLI HU3KO MOCaXKEHbI,
rnasHas wenb LMpe crnpasa, BOPOHKoo6pasHas aedop-
Mauusi rpyoHOM KNeTKW, BO BpeMs nfiada — Nepekoc nuua
BJIEBO, HA OCMOTp pearupyeTt ABUratesibHbIM U 3MOLMO-
HanbHbIM BO36YXAaeHMeM. [py OCMOTPe KOXHOro Mokpo-
Ba B 06/1aCTV fivua, BOSIOCUCTON YacTu rofoBbl, TYyNoBMLLA
(NpevMyLLIeCTBEHHO CreBa), KOHEYHOCTEN OTMEYeHbI casb-
HO-Xene3ncTble HeByChl (puc. 1A-D).

HoBoo6pa3oBaHus NpeacTaBnsAloT cOO0M OMSALKM Te-
JIECHOrO LIBETA, Cflierka npunogHaTble Hag YPOBHEM KOXMU,
C pacnpocTpaHeHneM OT NOB6HOM 061acTh MO CMHKE Hoca
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Puic. 1. CeBoperiHblil HEBYC KOXW TALA, TYNIOBWILLA (A); HEBYC BONIOCUCTOI HaCTV FOMIOBbI, B 04arax NopaXeHIs 0TMEYaeTCcsl OTCYTCTBIAG BONIOCAHBIX (hoNNMKynos (B); HeBYC
CanbHbIX XeNe3 PacnonaraeTcsl Ha KOXe TyMOBILLA 11 JOXOAWUT 10 NBBOV CTOMbI, TAKXE OTMEYAETCA NATHO «KOde ¢ MOMIOKOM> Ha KOXe NMpasoro Gefpa (C); HeBYyC YacTu4HO

PACMONOXKeH Ha KoXe crinHbl (D)

Fig. 1. Sebaceous nevus of the skin of the face, trunk (4); nevus on the scalp, in the lesions, the absence of hair follicles is noted (B); the nevus of the sebaceous glands is located
on the skin of the trunk and reaches the left foot, there is also a spot of “coffee with milk™ on the skin of the right thigh (C); nevus is partially located on the skin of the back (D)

M HOCOry6HOMY TPeyrosibHUKY K NoA60opofKy, Mo nepuop-
6utanbHbIM 0611acTAM K MpaBou 1 NeBou Wwekam. B obna-
CTW BOSIOCUCTOW 4YaCTU rofoBbl HEBYCbl 06Ppa3yioT 4 YETKO
OrpaHMyeHHbIX o4yara ¢ OTCYTCTBMEM BOJIOC, HA TYNOBU-
we (MpevMyLLeCTBEHHO cneBa) NpeacTaBnsaoT CO60M OT-
rpaHVyeHHble MO CPEAUHHOWM JNIMHUKN YyYacCTKM MOpaXeHus
C NepexofoM Ha NeBYH KOHEYHOCTb (B 061aCTW HOrM Npu-
o6peTaroT NAOCKUIA NIMHENHBIA XapakTep).

Takxe y naumeHTa nmeetcs 5 rMnepnurMeHTMpOBaH-
HbIX NATEH LBeTa «Kogde C MOMIOKOM», U3 HUX 4 pasMepom
3 x 3 MM Ha nesoi Hore 1 1 pasmepom 15 x 15 MM Ha me-
OunanbHOWM NoBepXHOCTU Npasoro 6efpa.

Mo pesynsTaTtam rMCTONOMMYECKOro UCCNefoBaHus
6éuonTata KoXu B aNMAepMUce OTMEYanuchb BbipaXKeHHas
runepniasva  nanuanoMaTto3HOro TWMa, MHOXECTBEH-
Hble canbHble Xenesbl HeGOosbLIOro pas3mepa, HekoTopble
M3 HUX pegyuMpoBaHbl, MPU3HAKOB 3/10Ka4eCTBEHHOW Mpo-
nudpepaumm He BbISBNEHO (puUC. 2).

Mpn pepmatockonuW HaGMOOATCA  XapakTepHas
ponbyaras CTpyKTypa rmneprnnasvpoBaHHbIX CallbHbIX Xe-
nes3 C pacronoXeHnem COCYLOB BOKPYr KaxAon [OONbKu
(crown vessels), HexHas coco4koBas nanuIoMaTo3Has

B BecTHuk gepmaTtonoruun n BeHeponoruun. 2022;98(3):80-88
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NOBEPXHOCTb W OTCYTCTBUE BOJSIOC, YTO MaTOrHOMOHWYHO
Onsa HeByca carnbHbIX Xenes (puc. 3).

Mo pesynsTaTam KOHCynsTaumMm Bpada-Hesporsora y na-
LumMeHTa 6binn BbISIBMEHbI CReayolme naTonornu: napes
NMUEeBOro Hepea cnpasa (npv nnade — nepekoc nuua —
NeBbIA yron pra onyLieH); ncesnobynbbapHbIi CUHAPOM
(amckoopamHaums NpoLEeccoB COCaHWs U rNoTaHus, B BO3-
pacte 2 MecsiLueB yCTaHOBMEHa racTpocToma); 3agep>ka
ncuxomoTopHoro paseutusa (3MMP): ronoBy AepXwuT He-
YBEPEHHO, NPV TPakuMM 3a PYKW 3anpokuibiBaeT Hasap,
npuv NPeanoXeHn UrpyLLlek MHTepeca He NposiBAseT.

OdransmonoroMm 6biM AUMArHOCTMPOBaHbl acTurMa-
TM3M N XPOHNYECKUA AKPMOLMCTUT NEBOro rnasa.

Pe6eHOK HeEOOHOKpATHO NPOXOAMI Kapanonorn4eckoe
ob6crnefosaHve, Mo pesynstaTaM KOTOPOro 3nekTpokap-
auorpaduma cooTBeTCTBOBana HopMe, 3xokapauorpadus
no3sonuna BbIBUTb AUCMETA60MMYECKYIO KapauMonaTuio
6€e3 He[oCTaTOYHOCTN KPOBOOGPALLIEHNS.

[Mpn ocmoTpe negmnaTpom, racTposHTEposioromM, ave-
TOMOroM BbISIBNIEHO (PYHKLMOHANbLHOE pacCTPONCTBO Xe-
Ny#o4Ho-KMLeyHoro Tpakta (KKT), coyeTatoLieecs ¢ He-
JOpasBUTUEM KULLEYHMKA M anfnasver Mblll, nepegHen

Vol. 98, Iss. 3, 2022
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Puc. 2. Mukpodotorpadini, okpacka rematokeunnH-303iH, x50 (4), x200 (B).
HabntopatoTcst nanunnomartosHas runepniasus annaepmmca (npospasHas
CTPENKa), runepnaacTu4eckite ce6opeiHble Xeneabl (YepHas CTpenka), HekoTopble
PenyLMPOBaHbI

Fig. 2. Micrographs, hematoxylin-eosin staining, x50 (A), x200 (B). There are
papillomatous hyperplasia of the epidermis (transparent arrow), hyperplastic
seborrheic glands (black arrow), some of them are reduced

6pPIOLLIHON CTEHKM CNneBa, YTo, B CBOK o4vepenpb, onpenens-
€T HU3KMEe BECOBble NMpUbaBku.

Mo pesynstatam o6cnefoBaHMs MauueHTa Bpa-
YOM-HE(PPONOroM aHOManun He 6b1N BbISIBIIEHbI.

Pe6eHok 6bln1 OCMOTPEH XUPYpProm, obHapyxeHa BO-
OsiHKa npaBoro sivyka U Kpuntopxmam nesoro.

OTgenbHO CTOWT onucaTb NaTonornv OMopHO-ABUra-
TenbHon cuctemsl (OOC) 1 KOCTHO-MbILLEYHOrO annapara:
NOMWMO HeBYCa, CBA3AHHOIMO C OCHOBHbIM FE€HETUYECKUM
CUHAPOMOM, Y MauueHTa UMeeTcsi BOPOHKoo6pasHasa fe-
dopmauma rpyaHon KneTky, crubatenbHasi KOHTpakTypa
B JIEBOM KOJIEHHOM CyCTaBe, 3KBWHYC NeBOM CTOMbI B rone-
HOCTOIMHOM CyCTaBe CrneBa U YKOpo4eHue NieBoro axunnosa
CYXOXMNNSA (CYXOXWnbHble pedhnekcbl yMepeHHble, crpasa
YyTb BbILLE, NATOSIOrMYECKNE CTOMHBbIE 3HAKM MONOXUTENb-
Hble, MEHVHreanbHble CUMMNTOMbI OTpULUATENbHbIE). DneK-
TpoHenpomuorpagu4eckoe obcnefoBaHue BbISBUMNO Mpu-
3HaKM YMEPEHHOro akCOHAaNbHOro MopaXKeHUsi MOTOPHLIX
BOJIOKOH Fly60KOro Mano6epuoBoro u 60nbLue6epLoBoro
HEpPBOB NIEBOM HMXHEN KOHEYHOCTU C MPU3HaKaMu TekyLLe-
ro aKkTMBHOIo AereHepaTMBHOro npotecca.

TaxecTb COCTOSIHMSI OMUCbIBAEMOro nauueHta o6y-
CIioBfieHa COnyTCTBYOLLMMU CTPYKTYPHLIMU HapyLLEHNSMU
CTPOEHMs ronosHoro mosra (M) — no AaHHbIM MarHUTHO-
pe3oHaHcHon Tomorpadum (MPT) onpegenstoTca npusHa-
KU 3HUedanonatnm, atpodudeckme nameHeHus kopsl 'M
6onbLue crnpasa. Hannuve ncesagobynb6apHOro cuHapoma,
opograumansHon AMCPYHKUMKM noTpeboBann ycTaHoBMe-
HWSI racTPOCTOMbI, OHaKO No3aHee Bce Xe 6bIn guarHo-
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Puc. 3. [lepmarockonus. HabnioaatoTes xapaktepHas ofibyaras CTpyKTypa
rANEPNa3NpOBaHHbIX CAMbHbIX XeNe3 (6enas CTpenka) ¢ pacnonoxexuem
COCYZI0B BOKDYT KaX/0i [ObKN (Crown Vessels) (HepHas CTpeska), HexHas
C0COYKOBAA NanNNNOMaTo3Has NoBEPXHOCTb U OTCYTCTBYE BOAOC

Fig. 3. Dermatoscopy. There is a characteristic lobular structure of hyperplastic
sebaceous glands (white arrow) with the arrangement of vessels around each
lobule (crown vessels) (black arrow), a delicate papillary papillomatous surface
and a lack of hair

CTMPOBaHbl acMMPaLMOHHBIA CUHAPOM M COMYTCTBYIOLLUMIA
puck OpMMPOBAHUA XPOHMYECKOro O6poHXuonuta, o6y-
CNOBMEHHblE (DYHKLUMNOHANBHOW HEMOSHOLEHHOCTBIO LieH-
TpanbHOW HEpPBHOW CUCTEMbI. JnekTposHuedanorpadu-
yeckoe (93N uccnegoBaHve nauMeHTa CBUOETENLCTBYET
0 MpOrpeccMpoBaHuM anunencum u TpaHcopmaumm pe-
rMOHaNbLHON 3NUNENTUOPMHON aKTMBHOCTU B MaTTepH
MOOMULMPOBAHHON MMNCapUTMUN, YTO MO3BONSET MOJO-
3peBarthb y pebeHka Hann4me cuHgpoma Becta (Mmogmdmum-
poBaHHas runcapuTMus Ha MexnpuctynHon O3l coyeta-
etca ¢ 3IMP 1 nHdaHTUNbHLIMK cnasmamu).

06cyxpaexue

CrnoxHocTb BepudmMKaumm guarHosa o6ycrnosrieHa
penkocTbio 3a60neBaHUs U HU3KOM UHPOPMUPOBAHHOCTLIO
0 HEM MEeAMLMHCKUX COTPYOHWKOB, OfHAKO NpwW aHanuse
nuTepaTypHbIX UICTOYHMKOB CneayeT BblgenuTh obLumne Yep-
Tbl ANArHOCTMPOBaHHbIX cry4aes (Tabnuua).

KnuHunyeckune nposisnexHusa cuHpgpoma LLUummensnen-
HWHra B 3HaYUTENbHOW CTENEHN Pa3HATCA Y KaXaoro npo-
aHanuM3MpoBaHHOro crny4yas, OfHaKo, CornacHo o6Luenpu-
HATbIM KPUTEPUSIM OWMArHOCTUKW, €ro OTAMYUTENbHbIMU
YyepTamu ABNSAIOTCA:

¥ Hanu4ve pacrnpocTpaHeHHOro JNWHENHOro Hesyca
C NpeuMyLLEeCTBEHHOM NloKanuaaumen B o6nactu nuua
W pacnpocTpaHeHneM B 6nuanexaiue oénactu. B Ha-
LIeM KNMHUYECKOM Cny4ae callbHO-Xenes3ucTbin HeBYC
pacnonaraetcs B 06nacTv nuua, BONOCUCTON YacTu ro-
NOBbI, TyNoBuLa (MPEeUMyLLECTBEHHO CrieBa) U KOHeY-
HoCTew;

¥ pasnnyHble HEBPONOrMyeckne nposiBfeHns B BuAae
3MNMP BnnoTb [0 onnrodpeHnm, CyaopoXHbIe NpUnagkn
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Tabnnua. YkasaHusi B HayyHol fTepaType Ha Hanbonee YacTo BCTPEYaeMble MOPaXEHIs CUCTEM OPraHoB W TkaHel Y 60bHbIX ¢ CMHAPOMOM LLnMMenbneHH1Hra
Table. The most common abnormalities in patients with Shimmelpenning syndrome according to the literature

lop KoxHble KocTHo-mbiweyHas Ocptanbmonoruyeckas  ConyTcTByrowas
WcTo4Huk HepsHas cuctem
eTo BbINyCKa nposiBNeHus EpBHafl cHCTEMa cucTema naronorus naronorus
Kuctosnas age-
. HOMa XeN4HbIX
Mollica F, Pavone L, I'I)(/)TEVI EBycm
Nuciforo G. Linear - ’ )
celnjnflsongvis S r?c?rosnit;ain Pacnpoctpa- POHHA NenTo-
anewborn Amy.J Dis Child 1974 HEeHHbIN 3nK- [n6enb B nepBble CyTKN — Jlunogepmongbl MEeHUHreanbHas
Ao ’ JepManbHbIit naToNoruu He BbISBIIEHO KOHBHOHKTUBbI remaHruoma,
1974;128(6):868-871. HeBVC OTKDbITHII
doi: 10.1001/archpe- v apTepEaanblVl
di.1974.02110310116023
npOoTOK, NOAKOBO-
06paszHas noyka
XKento-kopuny-
Schworm HD, Jedele KB, HEBbIE NIUHEN-
Hort Hollllr(]s:g Ej . Hble HEBYCbI
ortnagel K, hudolph G, 1 4epBeobpas-  YMCTBEHHOE 1 (hu-
~ Boergen KP, etal. HbIE BbICbINA-  3MYECKOE Pa3BUTME KepaTuH-KoHbioHKTu- He 06
Discordant monozygotic WIS HA KOXKE COOTBETCTBYET [eduumt pocta BasbHble IEPMONLbI, e 00HapyXeHo
twins with the 1996 ronoBbI 1 ee BO3pacTy 930TponwA cnpasa
Schimmelpenning — BONOCUCTOM
Feuerstein — Mims yacTu ¢ ano-
syndrome. Clin Genet. neuveit
1996;50(5):393-397.
doi: 10.1111/j.1399-
4.1996.th02394.x ; ;
0004.1996.t00239 CnBNVHT He UMEeeT OTKITOHeHW I — 3[,0p0OBbIA Pe6EHOK
3MMP, ueHTpanb- [TpaBOCTOPOH- Ziiﬁg;?::g:
Hblil Napes Nesoro HUI 0CTEONN3 KOCOFNa3Me. Bonee
nueBoro Hepea, r MNOACHUYHOT ’ o
fIMUEBOTO HEPBa; PyRONoAC oro BbIPaXXEHHOE C NeBOW
nerknii napes OTZeNa N03BOHOY- CTODOHbI: N1aTEpanb-
npasoil HUXKHei HUKa; BbIpaXKeHHaA b ’ .
KOHEYHOCTH aedopmauus cton HbIA 1 POTALMOHHBIV
HUCTarm
3MMP, ymcTBEHHas
0TCTaNOCTh;
OTCYTCTBME OpIOLL-
HbIX pedheKcos,
. . pasru6arenbHble o
Zaremba J, Wislawski J, NOJIOLLIBEHHbIE fopn30HTanbHbIl
Bidzinski J, Kansy J, peaKiM HUCTArM, 1EBOCTOPOH-
Sidor B. Jadassohn's naevus [BYCTOPOHHAS Huii MuKpodTansm,
phakomatosis: I. A report of 1998 HeTBepaas xoab6a K0noGoma BepxHero
two cases. J Ment Defic Res. ¢ TeHeHLmeil BEKA NEBOTO rnasa,
1978;22(2):91-102. K OKaYUBAHMIO 9KTPONIOH J1€BOTO
doi: 10.1111/j.1365- Ha NeBylo CTOPOHY BEPXHero sexa.
2788.1978.th00966.x 1 OTCyTCTBUEM B Gokosoi YacTy
CUHKNHETNYECKNX TIEBOV IN1a3HOW LIENH,
NBIDKBHHA NBBOF HIXXEe BEPXHEro Beka,
BEDXHBI! KOHEY- IMenach BbIEMKa,
HOCTH CpaBHMMas no pas-
L Mepy C CEMEHeM
Co BTOpOIi Hegenn Pyel
KWU3H HaBMto- LUMPOKOI haconu,
fanich ANU30gH! MOKpbITaA HEN3MEHEH-
HOWN KOXel
NapoKCM3ManbHOro 01 KoXe
HUCTarMa, He-
CKONbKO pas3 B fieHb
KOPOTKME NpUCTynbl
C noTeper CO3HaHMA
Hos -
van de Warrenburg BP, Baamgok?apig;e
van Gulik S, Renier WO, o Tsxxenas yMCTBEH-
BONOCUCTON
Lammens M, Doelman JC. 4aCTV FONOBbI Has 0TCTanocTb,
The linear naevus sebaceus ' cynoporu,
’ npeAcTasieH- Huctarm, napanuy
syndrome. Clin Neurol 1998 o ABHbIE NPU3HAKM
HOe 6NALIKON, B3rnsaga
Neurosurg. OKDYXEHHOE HapyLeHus
1998;100(2):126-132. yHacTKamm MO3roBON AEATENb-
doi: 10.1016/s0303- KO, TLLIeH HOCTN
467 12-2 ’ )
8467(98)000 HbIM1 BOJIOC
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fon KoxHble KocTHo-MbiweyHas Ocptanbmonoruyeckas  ConyTtcTByrowas
LTI BbINycKa nposiBNeHus LB AL cuctema naronorus naronorus
OAHOCTOPOH-
HUA NTUHENHbIN
CasibHbIN
HEBYC,
Zutt M, Strutz F, Happle R, NPUBOAALLMNA ( acx?)};sﬂouzzggzioco-
Habenicht EM, Emmert S, K TUMUYHOMY P
rnasue) nNesoro rnasa, [unohocdare-
Haenssle HA, et al. passuTuIo Jedopmaumn ohTansMonerns MUMECKII paxuT
Schimmelpenning — BTOPUYHbBIX cKeneta, MHOXe- 1IeBOr0 Maga (anayk- LBHTPANbHOE ’
Feuerstein — Mims syndrome 2003 onyxonen CTBEHHbIE Wws), nom THBHVI}(/E 0 em,upes eMet-
with hypophosphatemic B npefenax peunanBupyoLLne ’oroaﬁuu F:ioe nonposoe
rickets. Dermatology. HeByca (MHO- nepenombl KocTei P
2003;207(1):72-76 KECTBEHHAS 060MX rnas, KcauTe- co3peBaHune
A . Y Na3Mbl Ha BEPXHUX
doi: 10.1159/000070948 umccﬁgzgr:(()ma 1 HIDKHIX BEKaX
COCOYKOBUA-
HOr0 0TPOCTKa
1 6a3annombl)
Kentosartbin
'Lena (;P, Kondo RN, 60p0,D,aBHaTbJIA 3MMP, ymcTBeHHas
Nicolacopulos T. Do you HeBYC J1eBOM
; o 0TCTanocTb
know this syndrome? BUCOYHOIA SMANENTHYECKMil AnnbynbbapHas
Schimmelpenning — obnactu, 0nyXoJib NOKann3o-
X h npunagok B Bo3pac-
Feuerstein — Mims 2019 npoctupaercs Te 3 Mecsilies Nonuxouedanus BaHa Ha NeBoMm rnasy
syndrome. An Bras Dermatol. [0 uncuna- a aXHom,qaan’aﬂ B 006J1aCTN HUXHEr0
2019;94(2):227-229. TepanbHoi P BeKa

LwenHon obna-
cTun, pybuosas
anoneyus

doi: 10.1590/abd1806-
4841.20197661

K1CTa cpefHen
YepenHoi AMKu

B OONbLUMHCTBE Ccliy4aeB ¢ AebToM A0 6 Mecsues
XU3HN pebeHKa, Bapbupylolme OT MHMAHTUIBHbIX
cnasmoB Wnn oKanbHbIX ABUraTenbHbIX Npunagkos
[0 reHepanu3oBaHHbIX TOHUYECKUX UMN KITOHUKO-TOHK-
YeCKuX MpUNagKoB, CYLLECTBYIOT AaHHble O PE3UCTEHT-
HOCTU MpUMNagKoB K NpoBogumon Tepanuu [4]; aswura-
TenbHble N LepebpoBacKynspHble HapyLueHus [14];
BrepBble BO3HUKLLME MPUCTYMbI B BUAE «pa3BefeHns
py4YeKk v 3akaTtbiBaHus rnas» Habno[anuck y Hallero
nauueHTa B Bo3pacte 5 Mecsues, BNOCNEACTBUMN pe-
3ynbratel Q3 -UccnefoBaHns B AMHaMUKE CBUAETE N b-
CTBOBaNW B MOJb3Y MPOrpeccupoBaHUs anunencum
W TpaHcdopmaLun pernoHansHON anunenTUOPMHON
aKTVMBHOCTM B NaTTepH MOANMULMPOBAHHON runcapuT-
MWW, PE3NCTEHTHOW K NPOBOAVMOWN NPOTUBOINUNENTH-
4YecKoW Tepanuu;

nopaxeHus rnas, kak npaswno, 6MHOKYnNspHble [15]
W npefcTaBnieHbl Kocornasnmem, Konobomon, Katapak-
TOW, MHOXECTBEHHBLIMW reMaHrmomamm, MUKpo- 1 Ma-
KpohTanbmven, a Takke acTUrmMaTu3amMoM M XpoHuye-
CKVUM [aKpUOLMCTUTOM, Kak B criyqae npencrasieHHO-
ro nauneHTa;

anomanuu OLC BkNtOYaOT NOKaNIM30BaHHblE N3MEHe-
HUS Yepena, nonaTok, pe6ep, NO3BOHKOB, COOTBETCTBY-
owme orubposHoM aMcnnasum, U NepsuYHbIE UK BTO-
pVYHble KOCTHble AedeKTbl (Kndo3, cKonmos, CMHOaK-
TUNKSA, KOPOTKME KOHEYHOCTK) [16]. B onmcaHHOM Hamm
cny4ae nmMetoTcs xapaktepHole aHomanum O[C (BopoH-
koobpasHas fedopmaums rpyaHon KNeTku; nopaxeHve
CycTaBa 1 CyXOXUMUS HMKHER KOHEYHOCTH);

T. 98, Ne3, 2022

CYLLECTBYIOT NUTepaTypHble UCTOYHUKW, CBUOETENb-
CTBYIOLLME O TaKMX Natonorn4eckmx coctosHusax LIHC,
KakK AucreHesus rofloBHOro mMosra, reMvMmeranaHue-
hanus 1 yeennyeHne 60KOBbIX XeNyao4KoB, KOPKoBas
avcnnasus, rnvanbHble raMmapToMbl Y FUOMbI HU3KOM
cTeneHn 3nokadyectTseHHocTu [15]. B onucaHHoOM Hamm
cnyyae no gaHHelM MPT-uccneposaHus onpepeneHsl
npu3Haky aHuedanonaTuu, aTpouyeckme n3MeHeHus
kopbl 'M 6onbLue cnpasa.

Bcnegcteue nonumMopduama KIMHUYECKUX MposiBie-
HUW, 3HAYUTENbHO YCMOXHSAKLNX MOCTAHOBKY TOYHOrO
AnarHosa, u BO3MOXHOCTU MYNLTUCUCTEMHOrO Mopaxe-
HUS CUCTEM OpraHoB BCe AEeTU C NOAO3PEHMEM Ha Hamnu-
yne cMHApoma NIMHEMHOro HeByca callbHbIX Xenes [osX-
Hbl MPOXOAUTb O6LIMPHOE obcnegoBaHue, Bka4dasa I3l
MPT I'M, 6uoncuio TKaHu HeByca, AepMaTOCKOMNuIo, a Tak-
Xe HaxoauTbCHA Nof NOCTOSAHHBbIM ANHAMUYECKUM Habnto-
AeHveM y nNpodunbHbIX Bpader — Hesponaronora, faep-
MaToBeHeporiora, odransmorsiora, opronega u, KOHe4Ho,
negmarpa.

3akntoyenue

HecmoTpsa Ha pegkocTb cuHgpoma LUnmmenbneHuHra,
XapakTepHas KoMOuHaLuus CUMNTOMOB MO3BOMSET BOBpe-
Ms 3anofo3puTb aHHOe 3aboneBaHve U caenatb Bce BO3-
MOXHO€ s NOBbILLEHWS NPOOOMXUTENIBHOCTU U KadecTBa
XKM3HU Takmx naumeHToB. C y4eToM pasfnnyHbiX KOMOUHa-
LM 3KCTpaKyTaHHbIX MaTonornin 60fbHbIM HEOBXOAUMbI
KOMMMEeKCHaa OuarHOCTUKa U MOCTOSIHHOE AuHamuyeckoe
HabnoaeHue y npoduneHbix cneuranucTos. [l

BecTHuk gepmaTonoruun n BeHeponorun. 2022;98(3):80-88 M
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