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Idiopathic superficial siderosis of the central nervous system

Pesiome

JAnMonaTHyeckwi NoBEPXHOCTHLIA CHAEPO3 LEHTPANbHOM HEPBHOA CACTEMbI ~ NPOTPECCHPYIOLLEE AereHepaTHBHOE 3aGonesatue,
XapaKTepH3YIOLLEECA OTNOKEHHEM reMOCHABPHHA B MATKOR MO3r0BOA 060NI0YKE M HA NOBEPXHOCTH FONOBHOTO # CNUHHOTO
Moara. [lpeficTasneHo HaGnioieHMe NaLMeHTKH, y KOTOPOH 8 Tedenue 17 net chOPMIAPOBANCA BLIPKEHHBIA reMOCHABPO3 060-
NOYEK FONOBHOrO U CRUHHOTO MO3Ta C NPOrPEAMEHTHBIM PA3BUTHEM HEBPONOrMYECKOA CUMNTOMATHKH, BKNIOYAA XapaKTepHYIO
KAHHUYECKYIO TPHaAY — CEHCOHEBPANbHYIO TYrOYX0CTb, MO3XEYKOBYIO aTaKCHIO M MMPAMHAHYI0 HEAOCTATOYHOCTD.

Kniovesbie cnoBa: MaHORATHYECKUA NOBEPXHOCTHLIA CHAEPO3 UGHTPNLHON HEPBHOM CHCTEMBI, FEMOCHAEPO3, reMOCHABPYUH

Summary

Idiopathic surface siderosis central nervous system is a progressive degenerative disease characterized by the deposition of
hemosiderin in the pial surface of the brain and spinal cord.

Presented by observation of the patient, which for 17 years has formed pronounced hemosiderosis membranes of the brain
and spinal cord with a progressive development of neurological symptoms, including typical clinical triad are sensorinsural

deafness, cerebellar ataxia and pyramidal insufficiency.
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Bsegenne

Hanonaruueckuit NOBEPXHOCTHLIA CHOEPO3 UEHTpANb-
HOH HEPBHOH CHCTEMBI — IPOTPECCHPYIOLIEE NEreHepaTHB-
Hoe 3a6oneBaHHe, XapaKTEPHIYIOIIEeeCH OTIOKEHHEM NeMo-
CHfIEPHHA B MATKOH MO3roBOH 000/04YKe H Ha MOBEPXHOCTH
rOJIOBHOTO H CIIHHHOTO MO3ra.

Iepsoe omucanve oTHOCHTCA kK 1908 r. 3THOMOTHA H
naroreHes 3a601eBaHHA Mallo HIYYEHHI.

Buinensior HOMoOnmaTH4eckHii H CHMITTOMATHYECKHA
reMocHaepo3. [IpHIHHaMH CHMITOMATHYECKOro CHAEpO3a
MOryT GRITE KpOBOHIHsAHHA NpH omyxonsx L{HC, Tpasmax,
apTEPHO-BCHO3HBIX MaNbOOPMALIHAX H AHEBPH3MaX, MepeHe-
CeHHRIE HEHPOXHPYPrHIECKHE BMELLIATEIBCTRA.

CooTHomeHHe MyX9HH H xeHmuH 3:1. [Jebior nauona-
THYECKOIO CHepo3a B Bo3pacTe 14-77 ser, nponomxHTensb-
HOCTB XM3HH 0T | roaa fo 38 aer.

HanGonee yacTuie ydacTKM MUIMEHTAUHH — MOXKEYOK,
CTBON MOAra, depermnle Hepel (I, II1, V, X u ocobenxo VII
naphl), CIMHHOA MO3r. MHKPOCKOITHYECKHE NMPH3HAKH: YTOJILIE-
HHE MO3IOBBIX 0G0MI0YEK, PEAKTHBHLIA [TTHO3, CKOTUIEHHSA NeMO-~
CHAePHHA CyOMANLHO H CyGaneHHMMaNnLHO, rubess HeApoHOB
H NPH3HAKH JeMHETHHH3AIHH; NEPHBACKYIAPHEIE MPOCTpaH-
CTBA H CTEHIG IMTHANLHAIX COCY/IOB 3aNONHAITCA MakpodaraMH,
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coflepAAUMMH reMOCHAepHH (o6pasylonmiica mpH pacnage
reMoMmoGHHa H MOCJeqyHOLleH NeHAaTYpalMH H ACHPOTEHHH-
3aiHH Gema QeppHTHHA); MOCAe MaCCHBHOIO WM MOBTOPHEIX
KPOBOH3MHAHMH B CyGapaxHOHNAMBHOE MPOCTPAHCTBO MPOMC-
XOIHT MHTpaltia MakpodaroB H OTAOKEHHE NEMOCHACPHHA B
MOBEPXHOCTHRIX CTOAX BeLlecTBa Moara [1, 2].

OcCHOBHBIE KIHHHIECKHE CHMITTOMBI TOBEPXHOCTHO-
ro CHAEpO3a: CEHCOHEBPalbHAA TYTOYXOCTb, MOIKEIKOBasf
aTaKcHA, MHpPaMHAHAsA HEXOCTATOYHOCT, KOTHHTHBHEIC pac-
CTPOACTBa, HapyllleHHA (QYHKUHH T230BBIX OPraHOB, aHOC-
MHS, CEHCOPHbIE PacCTpOHCTBA, IMA30ABHraTeAbHbEIE H 3PH-
TenbHbIE paccTpoiicTsa [1, 2, 3, 4, 5, 6].

[MpuBoaMM OMHCaHHE KIHHHYECKOrO CTydad MallHeHT-
KH, HaxofiMBIe#icds Ha o6cneqOBaHHH B HEBPONOTHYECKOM
ornenenuy COKB Nel.

Naumentra H., 53 net, HepaGoratomas (paHee — KOH-
TpoJep, mpoaasen), Obia rOCNHTATH3HPOBaHa B HEBPOJIOTH-
qeckoe OTACNCHHE C kanobGaMH Ha MoNOBOKPYXEHHE H Mo-
IAThIBAHHE NMPH X0oab6¢ (¢ HEOOXOAHMOCTBIO HCIOMB30BAHHA
TPOCTH), ABOEHHE NPH B3MIALE Nepeq coGoi H B CTOPOHH,
Gonble BIEBO, CHHAXECHHE CITyXa Ha €BOE YXO, OULyHIEHHE
uryMa B ymax, cnabocTs B Horax, HapyIeHHE MOEHCITyCKa-
HHSA 110 THITY HMIIEPAaTHBHOCTH/HENCPKAHHA MOYH.
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JHebior 3a6oneBanns B 1998 rogy (B Bo3pacte 36 ner)
B BH/C MOARICHHA TOJOBOKPY)XEHHA H NOIIATRIBAHHA NIPH
xompbe (Gonble B TeMHOE Bpems CyTOK), HO Mpoao/DKana
pa6orars nponasuom. Hanee ¢ 2005 r. cHIKeHHe cilyxa Ha
neBOE yXO, ONIyLieHHe Wyma B ywax. OcMarpHBanach He-
BPOJIOrOM 10 MECTY XKHTE/bCTBA, NMOMy4ana Kypchl COCYIH-
cro-meTabonudeckoi Tepanun 6e3 a3pdekra. B 2009r. crpecc
— CMEpTb MaTepH, yXoI CHHOBEH B apMHio, Ha ¢OHe 9ero B
TedeHHE 2 MecALeB NepHoanYeckoe nobaitieHHe AJl cucT. 1o
160 MM pr.CT., a Aanee, co COB MALMEHTKH, HOPMATH3AUHA
apTepHanLHOro Jasnenns Ges mocnexyiouiero xoHTpons. B
JanbHefileM MPOZODKANOCH NOCTENEHHOE HapacTaHHe No-
LATRIBAHHA NpH xoab6e, ¢ 2013 1. Ta3oBble pacCTpOHCTBA, ¢
2014r. - nsocHxe, NpH xoabbe IR YCTOHYHBOCTH CTaNa NoNb-
30BATBCA TPOCTHIO, C ITONO BPEMEHH He cMorna paborats. B
Mapre 2015 r. BnepBhie 0CMOTPEHa HEBPOJIOTOM NOJHKIHHH-
ki COKB Nel, 3anono3peH paccesHHbIH CIUIEpPO3 C NEPBHYHO
NPOrpeCcCHPYIOLIHM TEMEHHEM, IPOBEAEH KYPC AeKCaMeTaso-
Ha B/B ¢ 64Mr ¢ nanbHefiluei MpoNoHrauMeii NepopanbHLIM
MPHEMOM METHANPEAHHIONOHA, OTMETHIA HE3HAYHTENBHOE
YJIy4lIeHHE ¢ BO3BPAaTOM K HCXOAHOMY COCTOSHHIO B Tede-
HHe 2-3 negens. Ha MPT ronosHoro Mosra ot 23.07.2015
I.: OYaroBHfi mpouecc B 6e10M BeulecTBe NONyLIAPHH MO3ra,
KBpTHHa HecneuHHYHa, BO3MOXHA NPH aHTHO3HUedaona-
THH, SD, coueTaHHH NAaTONOTHiA; BHPAXKCHHBH NreMOCHAEPO3
obonodek nomymapkii Mo3ra, CpeIHErO H 3aHEN0 MO3ra.

Ha MOMEHT nocTyruieHns B cTallHoHap obmecoMarHde-
CKH# cTaryc 6e3 naroNornyeckHx HiMeHeHHi. Conyrcrsyto-
e 3aGoseanna nauneHTka oTpHuaeT. CeMelHbi aHaMHe3
oraromeéH: y MarepH H otia OHMK, reHe3 He H3BecTeH.

TpH HeBPONOrHYECKOM OCMOTPE BRIABICHE!

® [a30/IBHTaTe/IbHbie PacCTPOACTBAa — Pa3HHLA CTOS-
HHA Ma3HbIX A6/I0K MO BEPTHKANH, NErKOE CXOAALIEECHA KOCO-
rnasue, Gonble 32 CIET NEBOO rNa3Horo 1610xa, orpaHHye-
HHe B30pa BBEpX, Gonbllle cnepa;

® HHCTarM — NOPH3OHTANbHLIH, C POTATOPHBIM KOMIIO-
HEHTOM, GoJblile BAECBO, C AHIUIONHEH BIEBO, H BEPTHKAJb-
HBIA (CTBOJIOBO-MOXIKEIKOBOTO XapaKTepa);

® JIeBOCTOPOHHHH 3K30¢TannM;

® MopakeHHe CTYXOBBIX HEpBOB, Gonbiue ciieBa, - ABY-
CTOPOHHAA HEHPOCEHCOPHAA TYTOYXOCTh;

® [JeHTpaNbHLHA TeTpanapes - B pykax pequIeKTOpHBIH,
B HOTax Jlerkui, no 4 6annos;

® MODKEYKOBAA HEAOCTATOYHOCTDH, GONbINE B HIOKHHX
KOHEYHOCTAX — CTATO-QHHAMHYECKAS ATaKCHA, THIOTOHHA
(NMpeHMYIIECTBEHHO HHXHUX KOHEYHOCTEH);

® YYBCTBHTE/bHBIE HapyleHHs — rpyfoe CHHXeHHe
BHOPalIHOHHOR TYBCTBHTEILHOCTH B HHXKHHX KOHETHOCTAX;

® Ta3zoBhHe PacCTPOHCTBA (BEPOATEH CNIOAHHIA rexesa
HapyweHri — HMT]] + runepakTHBHLIA MOYeBO# ITy3RIph).

Co cTopoHm na6OPaTOpHBIX METOZOB HCCNENOBAHMA
(06wt aHanH3 KpoBH, GHOXHMHIECKHE NOKA3ATENH) NaTo-
JIOTHYECKHX OTKIOHEHHH He BHARNeHO. Ilokasarenn obme-
Ha XKene3a: xene3o cuBoporkH 19,1 mxmons/n, OXKCC 54,2
MKMONL/N, HeHacHmennas JKCC 35,1 minons/n, TpaHcdep-
pHH 2,88 r/n, HackmeHHe TpaHcheppHHa 26,4%, pacTBOpH-
Mble peuenTopn TpaHcdeppHHa 3,24 mr/n, deppuruH 63,2
HI/MJ1, 3pHTpONO3THH 7,5 MKE/ML.
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HmmynodepmerTHrl ananu3 (HOA) xposu: anTHTEna
K Bo3Gynuremo cudumnca, renaruty C 1 BUY otpHuarems-
Hele, HbsAg orpuuarembHuIA.

UMMyHONOrHuecKHe MOKAa3aTe/IH KPOBH: aHTHTENa K
AHK 12,07 E/mn, UUK 54 en., xpuornobynuum 0, ENA
0,48 en. (Bce noxasarenH B Mpeacaax HOPMHI).

AHaH3 CTHHHOMO3TOBOH XHAKOCTH: GecuBeTHas, PO~
3paguHas, 6enok 1,2 r/n, unTos 0 KNeTok B MKJ1, 2 3PHTPOLIMTS,
rmoxo3a 2,0 MMonu/J1, xnopuan 123 mmons/n. UOA nuxeopa
Ha BHPYCH repneruueckoii rpynnui: IIMB — IgG 52 E/mn,
BIIT" — IgG 6onee 230 Ef/mn, BOB — 1gG 7 EQ/mn. ITLP
JIHKBOpA Ha BHpYCH repnetHdeckoit rpynnei: IV (B3B), V
(LIMB), VI THNH He BRIRABNCHI; aHamu3 Ha BHpYcHl | 1 11 TH-
OB HE BHIMOMHEH MO TEXHHICCKHM IPHIHHAM.

KoarynorpamMma: MapKepoB KTHBaLHH HE BBUIBJIEHO,
NOBBILIEH pe3€pB ILIa3IMHHOIEHA, BOTIAHOYHHIH aHTHKOAry-
NIAHT OTPHUATE/IbHLIA. OnpencneHHe NEHETHICCKHX MapKé-
poB TPOMGODHIHH: BHABICHO 5 NFEHETHYECKHX MAPKEPOB H3
8 (F13 -TT, FGB ~ GA, ITG A2 - CT, ITG B3 - TC, PAI-1
- 4G4G); ymepeHHBIH pHCK pa3BHTHA TpoMGO30B.

JlanHBIC HHCTPYMECHTANBHHIX METOOB HCCNICAOBAHHA:
JKI' — cHHycoBbi PHTM, 79 B MHH., B Mpeaciax HOPMH;
2x0-KI' — ckilepo3 KOpHA 20PTH, 3aMeIeHHEe GYHKIHH pe-
naxcauHH neBoro xemynouka; Y3IAI' 6paxsHouedansHuxX co-
CYIOB ~ MaJIH JTHAMETP H BONTHOOOPaIHAX H3BHTOCTE JICBOH
NO3BOHOYHOH apTEPHH CO CHIDKEHHEM KPOBOTOKA MO Heif;
V3HU opranos GprowHoi NONOCTH U Nodek — 6e3 naronoru-
JeckHx HIMeHeHHi. KT opraHos rpynHo# kieTkH, GpromHo#
NOJIOCTH H 336pPIOLIHHHOIO MPOCTPAHCTEA, Ta3a — NaToNOrH-
4ECKHX HIMEHEHHH He BRIABIICHO.

Onexrponelipomuorpapus (3BI1, CCBII): npu nc-
cnenosaini 3BI1 cripaBa M cleBa yUIHHEHHE JATEHTHOCTH
nuka P100 po 139 Mc, aMIUIMTYa B HOpME; MPH HCCERo-
BaHHH CCBII ¢ HHXHHX KOHEYHOCTEiH MHKH HA IPaHHLE
HOPMBI; 3aKJl. — YMEPEHHO BRIPOXKEHHAA MHCOYHKIHA 06oHX
IPHTENLHBIX AHATTH3ATOPOB MO ACMHETHHHIUPYIOMIEMY THITY,
6e3 arpodHH.

MaruutHo-pe3oHancHas Tomorpadus (MPT) romos-
Horo mo3sra ot 14.10.2015 r.: MHOXeCTBEHHBIE (CILIOWIB),
MECTAMH CNHBHHE, OYarH MOBBLILICHHOH HHTCHCHBHOCTH
Ha T2 B 6enoM BemecTse JOGHRIX, BACOYHHX H TEMEHHBIX
Jonei, crapee naKyHapHe HHOApKThl B MOJKOPKOBAIX
CTPYKTYpax ¢ 0G6eHX CTOpOH, B MOCTY MO3ra; ONpeAeNNIoT-
CA KPYIHHeE REMO3HTh MEeMOCHAEPHHA B 060N09KaX 3aaHe-
ro, CPeIHEr0 MO3ra, a TAKKE B CPEIHCH YepenHOl AMKE H
nepeaHeH d4epenHon AMKeE, N0 MEAHATLHEIM MOBEPXHOCTAM
NOGHBIX IONlell H MO NaTepanbHAM NOBEPXHOCTAM OCTPOB-
KOBBIX JIONICH; 32KJ1. — O4ArOBHIA npotiecc B 6eoM BemecTse
nonymapH# Mo3ra, KApTHHa HecneuHdHIHA, BOIMOXHA NPH
aHruoaHuedanonaruu, SD, coueTaHHH naToNoryi; orpHua-
TensHas AuHaMHKa ot 23.07.2015 r. B BHAE NOABRICHHA €aH-
HMYHOIO MENKOro ouara B JeBoi No6GHOH none; BHpakeH-
HBIA reMOoCHIepo3 060109¢K NOMymapui MO3ra, CPEAHEro
H 3anxero Mosra (puc.l, A,B,C). MPT ronossoro Mosra ¢
KOHTPACTHPOBAHHEM: OHaroB METONOrHIECKOr0 HaKoIe-
HHA KOHTPACTHOIO BEIlECTBA HE BHIABNCHO; onpeaensercs
HeGonbmoe andpdysHoe yTonmeHHe TBEPAOH MO3rOBOA
060n04KH.
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PucyHok 1. MPT ronosHoro mosra (A,B*C) ot 14.10.15

MP-aHrvorpadus MHTpakpaHuaabHbIX apTepuia: nato-
JIOTUN MHTPaKpaHWaIbHbIX apTepUii He BbISB/IEHO.

MPT wweiiHoro otzena No3BOHOYHMKA (pUC.2): 060/0-
YeuHbIA reMocufepo3 Ha BCEM VCCIejOBAHHOM MPOTSXEH;
0CTEOXOHPO3, CNOHAWN0aPTPO3 1-2 CTafuid, ANCKOOCTeOtM-
TWUYECKVIE KOMI/IEKChI B cermeHTax C4-C7.

MPT rpyaHoro oTaena no3soHouHuKa (puc.3): 06ono-
UeYHbIiA reMocKepo3 Ha BCEM MCCNeA0BaHHOM MPOTSHKEHNN;
HEOC/OXKHEHHbI OCTEOXOHAPO3 1 cTagun.

MPT MOSICHWYHOrO OTAeNa MO3BOHOYHMKA: WHTPagy-
panbHas apaxHoufasibHas Kucta Ha yposHe L5-S1 cripasa.

KoHcynbTauyy CneLmanncToB: OKY/IUCT - TUMepTOHK-
YecKast aHrmonaTus ceTyaTku, npecouonus oboux rnas; oTo-
PVIHOMAPUHIONOr - [BYCTOPOHHSAS! CEHCOHEBPa/ibHAs Tyroy-
XOCTb, 60/1bLLE CrIEBa; YPOSIOr W MVHEKOSOT - FMMepaKTUBHBIV
MOYEBOIA My3bIpb.

Kypc cocyancTo-meTabonmyeckoii Tepanumn 6e3 3Hauu-
TeNbHOro adipeKTa.

3aKnto4eHme

KoMOUHaLWA KMHUYECKO KapTUHBI MOPaXKEHWS1 MO3-
XeyKa, CTBO/a Mo3ra W 4YepenHbIX HepBoB, I'IVIpaMVI,qHOVI
CYCTEMbI BK/IHOHAKOT XapaKTepHyIo Tpuagy 3aboneBaHus -
CEHCOHEeBPa/IbHYHO TYTroyxoCTb, MO3)XEYKOBYHO aTakKCUKO WU
NMpaMMaHYH HeAOCTaTOYHOCTb. [py HelipoBU3yanu3aLmm
OTYET/IMBO BbLIABNSAETC An(Y3HOE MOopakeHVe 060104eK

Pucynok 2. MPT LweiiHOro otAena no3BoHOUYHMKA
ot 14.10.15

ro/I0BHOTO W CMIVHHOTO MO3ra Mo TUMy remocugeposa npu
OTCYTCTBUM COCYAUCTBIX Ma/bthopMaLWii, OMyX0nn 1 ApYrnx
BO3MOXHbIX MPUYMH KPOBOM3/MAHWIA, YTO MO3BOAMMO Aua-
FHOCTVPOBaTb WAWMOMNATUYECKWI A MOBEPXHOCTHBIV Cuaepo3
LIeHTPa/TbHOI HEPBHOW CUCTEMBI.

OC06eHHOCTbIO JaHHOrO Crlyyas sBMSeTC OTCYTCTBUE
3pUTeNbHBIX N KOTHUTVBHBIX HapyLUEHWIA, CoYeTaHue ¢ Mu-
KPOaHr1onaT14yecKMM MpoLieccoM B FO/I0BHOM Mo3re (onu-
CaHHasA KapTuHa 6onee XapakTepHa AN TWMNepTEeH3VBHON
MUKpOaHrmonartum) npu MPT-uccnegoBaHnm.

JuhhepeHumanbHbIi AnarHo3 NpoBoAWICS C CUMMTO-
MaTUYeCKVM CMAEPO30M - WCKIHOYEHbI COCYAUCTbIE Masib-
thopmaLum, onyxonu, UHPEKLMN HEPBHON CUCTEMbI, OTpaB-
NEHNs TeEMONIMTUYECKUMW AfamMu (HET PacrpoCTPaHeHHOro
remMopparv4yeckoro CUMHAPOMa), Koarynonatus (XOTsi BbIsiB-
NIeHO HOCUTENLCTBO FeHOB TPOMBOMUINM, HO OTCYTCTBOBA/IN
M3MEHEHWS B NPOTUBOCBEPTBIBAIOLLEN CUCTEME); CUCTEMHDINA
remocuepo3 (He BbISBNIEHO N3MEHEHNIA B NapeHXMMATO3HbIX
BHYTPEHHWX OpraHax).

O6Ccy»aanacb BEPOATHOCTb aMUIOMAHOTO FeHesa Mu-
KpOaHr1onaTum ¢ passuTueM Ha eé hoHe remocnaeposa, Ho
BO3pacT AebtoTa He xapakTepeH (repBble CUMMTOMbI B BO3-
pacTe 36 NeT), He TUNWYEH AN aMUOUAHON MUKPOAHT1O-
naTv 1 XapaKTep COCYAMCTOrO MOPaXeHWs: HET 106apHbIX
KPOBOM3MAHMIA, NaKyHapHble MHAPKTbl UMELOT r1y6uHHOe
pacrnonoXeHne 1 B HUX OTCYTCTBYIOT remMopparuu [7]. Vve-

PucyHok 3. MPT rpganoro 0Tfef1a N03BOHOYHMKA
oT 14.10.15



YPANBCKUA
MEQULIMHCKUIA XKYPHAN

NEUROLOGY

ollleecs 04aroBoe NopaxeHne roNoBHOI0 Mo3ra Gonblue xa-
PaKTEPHO [UIf FHNEPTEH3HBHOH MHKPOAHIHONATHH.

CnenobareinbHo, 6onee BepoATHa KOMOHHALMA ABYX ca-
MOCTOSTE/bHEIX NPOLIECCOB — HAKONATHYECKONO CHAEpPO3a M
IUNEPTOHHYECKOH MHKPOAHTHONATHH. B

Honosa 0. B. — spay-nespaioe neepaiozuveckozo omoeie-
nun, I'BY3 CO «Csepanosckas oQracnnas Kiunuveckan 6aibiu-

ya Nel», 2.Examepunbype; Bonxoea JLH. - O.mn., 3aeedyrowan
xagpedpoli HepeHblx banesnel, HelpaXuUPypaul U MeOuyUHCKOU
2enermacu F'BOY BITO « Ypansciani 20cyoapemeenviii Medwun-
cxuu ynusepcumem Murnucmepcmsa 30pasoaxparierus Poccuuy,
2.Examepunbypz. Asmop, omeemcmsennviti 3a nepenucxy: Ilo-
noéa FOnus Bacunrveena, 2. Examepunbype, IBY3 CO «Csepd-
n0eckan obnacmnan knunuveckan borornya Nel », yn. Banzozpad-
cxan, 185, men. 8 (343) 351-16-96, YuWa-11@mail. ru.
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