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Pesiome

MoBePXHOCTHBIN CMAEPO3 LEHTPANIbHON HEPBHOW CUCTEMBI — 3TO peaKoe NprobpeTeH-
Hoe XpOoHMYeckoe 3aboneBaHMe, CBA3AHHOE C OT/IOKEHWEM remocuiepriHa B MAFKOM
MO3roBoV 060/I04Ke 1N Ha NMOBEPXHOCTU FOMIOBHOMO Y CAMHHOMO MO3ra, YTO NPUBOAUT K
OMnoCpefloBaHHON »Kene3oM HelpoAereHepauny B pesynbrate Mporpeccupyowero no-
BpexaeHua 6enoro BelecTsa u HeMPOHOB. MOBEPXHOCTHBIN CUAEPO3 ABAETCA Pe3ysib-
TaTOM HE3HAUYUTENIbHOW, MarloOObEMHON, MPOJONIXKNTENBHON UK NOBTOPAIOLLENCA YTeu-
KN KpoBU B cybapaxHomAaanbHOe NpoCTPaHCTBO. BHeapeHre B KNUHUYECKYIO NPaKTUKY
HOBbIX METOAMK MAarHUTHO-PE30HAHCHOWN ToMorpadun C NCNoSIb30BaHMEM XKesle304yB-
CTBUTESNIbHBIX NOC/IefOBaTEeNIbHOCTEN KapAWHAIbHO U3MEHWI0 BO3MOXHOCTW [MarHo-
CTVIKM MOBEPXHOCTHOro craeposa. C yueTom nokanmsauum naTonornyeckoro npotecca
BbIZENAOT KOPKOBBIN U UHPPaTEHTOPUANbHbIA MOBEPXHOCTHBIN cnepos. JleyeHne aaH-
Horo 3aboneBaHMsA BKIIOYAET XMPYPrUYecKme 11 KOHCePBATUBHbIE METOAbI, B TOM Yncsie
Ha3HauyeHue xene3oxenaTupyoLmnx areHToB U CUMMNTOMaTMYeCKylo Tepanuio. B ctaTbe 13-
NOXeHbl COBPEMEHHbIe NpefcTaBieHnsa 06 STMONOrnY, NaToreHese, KNMHUYECKUX NPOosiB-
NEeHWAX, ANarHoCTUKe 1 NOAXOAAX K JIeUeHMIo MOBEPXHOCTHOro craeposa. OnucaHbl gBa
COBCTBEHHBIX KIMHNYECKUX HAabIOAEHVA TON PeaKoW NaToNnornu.

KnioueBble cnoBa: MOBEpPXHOCTHbI C1AEPO3, LieHTpasibHaa HepBHasA CUCTeMa, MarHUT-
HO-pe30HaHCHaA Tomorpadus, CEHCOHeBpaJsibHaA TYroyxoCTb, MO3>KeUKOBas aTakcusa, Nu-
pamMugHble HapyLIeHUs, ANarHoCTrKa
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Abstract

Superficial siderosis of the central nervous system is a rare acquired chronic disease
associated with the deposition of hemosiderin in the soft meninges and on the surface of
the brain and spinal cord, which leads to iron-mediated neurodegeneration as a result of
progressive damage to the white matter and neurons. Superficial siderosis is the result of
minor, low-volume, prolonged or repeated leakage of blood into the subarachnoid space.
The introduction into the clinical practice of new magnetic resonance imaging techniques
using iron-sensitive sequences has radically changed the possibilities for diagnosing
superficial siderosis. Taking into account the localization of the pathological process,
cortical and infratentorial superficial siderosis are distinguished. Treatment of this disease
includes surgical and conservative methods, including the appointment of iron chelating
agents and symptomatic therapy. The article presents modern ideas about the etiology,
pathogenesis, clinical manifestations, diagnosis and approaches to the treatment of this
disease. Two own clinical observations of this rare pathology are described.

Keywords: superficial siderosis, central nervous system, magnetic resonance imaging,
sensorineural hearing loss, cerebellar ataxia, pyramidal disorders, diagnostics
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B BBEJAEHWE
MN36bITOUHOE OTNIOXKEHWE reMOCUePVHA B TKAHAX OpraHn3ma npuv noBbieHHOM pac-

nasie 3pMTPOLMTOB, HapyLEHUN YTUIM3ALUY FeMOCAEPVIHA B MPOLecce SpuUTPonoasa,

yCuNeHV ero BcacbiBaHMA B KMULLEYHVKE WU Nepefo3MpOoBKe NpenapaToB Kenesa u apy-
rMX NPUYMHaX Ha3blBaETCA reMOCAEPO30M.

BblpensioT fBa BMaa remocuzeposa:

1. MecTHbI — pe3ynbTaT BHECOCYAMCTOrO reMonn3a B ovarax KposousnuaHuin. Hakonne-
HYe reMocueprHa Npu 3TOM He OKa3blBaeT NoBpexjatollee BO3AeNCTBME Ha TKaHU
WA OpraHbl, HO MPW COYEeTaHMU reMoCcuiepo3a Co CKNEPO30OM TKaHel pa3BUBAlOTCA
byHKUMOHaNbHble HapyLeHKA.

2. O6wmin — obycnosrieH N36LITKOM Xefe3a Npy BHYTPUCOCYANCTOM reMosn3e Um no-
BblLLEHHOM BCaCbiBaHUW ero 13 nuwn. MprynHamm remonmsa MoryT 6blTb NepenvBa-
HYe HeCOBMECTMMOWN KPOBM, OTPaBfieHVe reMoIMTUYeCKUMY Afamu, HOEKLMOHHbIe
3aboneBaHnA, HacNeACTBEHHbIE reMONUTUYECKME aHeMUK. [eMoCcaepyH OTKNaablBa-
eTcA B renaToyuTax, Makpodarax neyeHu, ceneseHKkm, KOCTHOro Mo3ra v B ApYrux op-
raHax. MoBpexpgeHune TKaHen, aTPOdUIO NAPEHXUMbI, CKIIEPO3 N CHUXKEHWE GYHKLMK
opraHa B pe3yrnbraTe U36bITOYHOIO OTIOKEHWA »Kefle3a Ha3blBaloT reMOXPOMATO30M.
MoBepxHocTHbIN cnpepo3s (MC) LueHTpanbHOM HEPBHOW CUCTEMbI (CMHOHMM: NOBEpPX-

HOCTHbI KOPKOBbIN CUAEpP03) — 3TO pefKoe NpruobpeTeHHOE XPOHNYECKoe 3abosieBaHNe,

CBA3AHHOE C OT/IOXKEHUEM FremMmocuepuHa B MATKON MO3roBoli 060NI0UKe 11 Ha NOBEPXHO-

CTV FONOBHOIO U1 CMIMHHOIO MO3ra, YTO NPYBOAMT K ONOCPeOBaHHON Xene3om Helipoae-

reHepauum B pesynbTaTe NPOrpeccupyoLlero noBpexaeHns 6enoro BewecTsa u Hempo-

HOB [1]. TepMMH «NOBEPXHOCTHBIN CMAEPO3» MPONCXOAMNT OT FPEYECKOro C/loBa «sideros» —

wKeneson.

MNepeoe onncaHue MC 6bINO NpPeacTaBNeHO Ha COOPaHMM HEBPOOrMYeckoro obluuye-
cTtBa B Ymkaro (Hamill R.C., 1908). AnutenbHoe Bpemsa AMarHOCTMKa OCYLeCcTBNANACh Ha
OCHOBaHMW BU3YanbHOW OLIEHKM TKaHW MO3ra BO BPeMA X1PYPruyeckmux BMELIATeNbCTs,
6uoncumn nnu Npy natomopdonornyeckom nccnepgosaHun. B 1995 r. B MMpoBon nutepary-
pe 6binn ony6MKoBaHbl AaHHble 0 87 NOATBEPKAEHHbIX KIMHUYECKUX CIyYanx aHHOro
3aboneaHus, a B 2006 r. [C 6bin onrcaH yxe y 270 naumeHToB. Y1cno 3aperncTpupoBaH-
Hbix cnyyaes MNC 3HauYMTeNbHO YBENNUYMNIOCH C Pa3BUTMEM TEXHONOMMN MarHUTHO-pPe30-
HaHcHon Tomorpadum (MPT), HO 1 O HAaCTOALLErO BPEMEHW OH BCE PaBHO OCTAETCA PeAKO
AunarHoctupyembim 3abonesaHmem [2, 3].

B S>TUONATOIEHE3

Mpepnonaraetcs, uto MC ABnNAeTCA pe3ynbTaToM He3HaUYNTeSIbHOWN, ManoobbeMHON,
NPOJOMKUTENIbHON UM MOBTOPAIOLLENCA YTEUKM KPOBU B CcybapaxHouaanbHoe npo-
CTPAHCTBO C OT/IOXKEHMEM MeTaboNMTOB Xefnes3a B BeLWeCTBO rOfIOBHOMO M CMIMHHOIO
Mo3ra. [py paspyLueHnmn 3puTPOLUTOB BbICBOOOXKAAETCA reMOrIOo6UH, KOTOPbIN B Aasb-
HelileMm pacliennsfeTcs U BblgenseT B CMMHHOMO3IOBYIO KMUAKOCTb »Kenesocoaepa-
Wi rem. MnMna beprmaHa 1 MUKPOrnuA B OTBET Ha MOBbILLEHKE YPOBHEW rema Bbipaba-
TbIBAlOT reMooKcmreHasy. Pacnag rema Ha 6unmMBepaviH, MOHOOKCUZ, yriiepoga U kene3o
ABNAETCSA NCTOYHNKOM OTIOXKEHMSA »Kene3a ¢ pa3uTtnem MC. M36bIToK CBOOOAHOIO »e-
nesa LMpPKynMpyeT B CMMHHOMO3IOBOWN XUAKOCTU N OTKNafblBaeTcs B HelpoHax. [nu-
anbHbIMU KNIeTKaMu B OTBET Ha YBeNIUYEHVIe YPOBHSA »ene3a YCUNEeHHO BbipabaTbiBaeTcs
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deppuTtrH (6enok — HakonNuTenb Xese3a). [NoBblleHHoe coaepXaHune xenesa, deppu-
TUHA U SPUTPOLINTOB MOXKET MPUBECTN K KCAHTOXPOMUU CMIMHHOMO3FOBOW XXNOKOCTWU.
B ycnoBmax AnuTenbHOro Unn peuvanBrpytoLlero KpoBoTeueHnsa cnuHTes GepprtuHa
ncTolaeTcsa, HecBA3aHHOe (OBYXBaneHTHOE) Xefle30 CTaHOBUTCA TOKCUYECKUM areH-
TOM, BblI3blBalOLLVIM NOBPEKAEHWE TKaHEeW, YTO NMPUBOAUT K FNM03Y, AeMUENMHM3aLNN 1
B KOHEYHOM CYeTe K NOBPEXAEHMIO aKCOHOB 11 Pa3BUTUIO HellpoereHepaTMBHOIO NpPo-
uecca [4, 5].

MpuunHammn KpoBOM3NUAHWI MOTYT ObITb: 0OUNTBHO BaCKYNAPU3NPOBaHHbIE ONMYyXONu
ueHTpanbHon HepBHoW cuctembl (LIHC) — no 21%; TpaBmbl ronoBbl 1 wen — 13%; apTe-
puoBeHO3Hble/KaBepHO3Hble Manbdopmaunn — 9%; nepeHeceHHble Henpoxupyprmye-
CKMe BMeLIaTeNbCTBa (B TOM YMCEe YCTaHOBKA BEHTPUKYNONEPUTOHEANbHOTO LYHTa) —
7%. OnuncaHbl 1 gpyrue npuurHbl MC: MMKconanuanapHas sneHauMomMa ClMHHOMO MO3ra,
XpOHUYeckasn cybypanbHasa rematoma Uim XpoHuyeckoe cybapaxHonanbHoe KpoBOn3-
nuaHne (CAK), uepebpanbHaa ammunoungHas avrunonatus (LLAA), cuHapom obpatumon ue-
pebpanbHOM Ba3OKOHCTPUKLMMW, NePBUYHBIA aHrMKT LIHC, OKKN031s KOPTMKAbHbBIX BEH,
CUHApPOM 3afHel obpaTumon nenkosHuedanonatuy, Koarynonatusa, Npvem nepopanb-
HbIX aHTUKOArynsaHTOB, ynoTpebneHrie HapKOTMKOB. [pUMepHO B MONOBUHE Clyyaes, He-
CMOTPA Ha TwaTtenbHoe obcnefoBaHNe, MPUYMHA KPOBOU3IMAHNIA OCTAETCA HEN3BECTHOM
[1,2,6-9].

lemocraepyH yallle OTKNafblBaeTCA B MeHHreanbHbix 060n0uKax, cybnuanbHbIX Clo-
AX NONyLWapui ronoBHOIro MO3ra, CTBone, Mo3xeuke, |, II, VIIl uepenHbix HepBax, a Tak»ke B
CNMHHOM Mmo3re. [py MUKPOCKONMYeCKOM 1cCnefoBaHUm 0GHapyXMBaTCA YTONLEHMe
MO3roBbIX 0060M0YEK, PEaKTUBHbIN MMO03, CKOMNIEHNA reMOCMAEPUHA, Tnbenb HEPOHOB
N NpU3HaKku agemuenuHusauun [2, 3, 10]. XapaktepHoe BOBfieUeHMEe B MATONOMMYECKNI
npoLecc Mo3Keuka MOXeT ObiTb CBA3aHO C HallMuMeEM B ero CTPyKTypax deppuTrH-pe-
aKTUBHOWN MuKpornum beprmaHa 1 uupKynaumnen CNMHHOMO3rOBOW »XUAKOCTH, cofleprKa-
e 3pUTPOLMTbI 1 MPOAYKTbI Aerpafdaumm xenesa. CylecTByeT NpeArnonoxeHne, Yto Ha
onpefeneHHOM yuyacTKe BeCTMOYNoKoxneapHbIX HEPBOB TakXKe MpefcTaBlieHa MUKPO-
VA, 4TO AenaeT 3Ty Napy YepenHbiX HepBOB Hanbonee ya3snmor Npu GopmMmpoBaHMK
nc[5].

B KIIMHUYECKUE NMPOABNEHMA 3ABOJIEBAHUA, KNACCUOUNKALILA

3aboneBaHue yYalle pa3BUBAETCA Y MYXKUMH, YeM Y XeHWuH (3:1). MepBble CUMATOMbI
MNC moryT npoaBnATbcA B Bo3pacTte oT 14 go 77 net, valle ot 40 go 62. MNpogonxutenb-
HOCTb XM3HW OT Hayana 3abonesaHus coctaBnaeT ot 1 roga fo 38 net [2]. Ana MC xapak-
TepHa Knaccnyeckas Tpuaga CMMNTOMOB: HEMPOCEHCOPHasA TYroyxocTb (95%), MO3XeuKo-
Bas aTakcmsA (88%) n nupammaHble HapyleHus (76%). B uncne gpyrux nposasneHuii 3a6o-
NeBaHMA YKa3blBalOT Ha CHMKEHWE KOTHUTUBHbIX QYHKLMI (24%), pacCcTporicTBa MoYenc-
nyckaHma (24%), aHocmuio (17%), aHn3okopuio (10%) n ceHcopHble HapyweHusa (13%) [2,
6, 11]. Bnepsble onvcaHHbIn 6onee 100 neT Hazag, ToNbko HegasHo MNC 6bin paspeneH Ha
ABe GopMbl B 3aBUCUMOCTU OT pacnpefesnieHns oTnoxeHui xenesa B LUHC: KopTrKanbHbIN
(KNC) n undppateHTopmansHbin (UMNC) [1, 51.

Mpun KMNC natonormyecknin NpoLecc SoKannsyetca B CynpaTeHTopuanbHbIX CTPYKTY-
pax LIHC. BoigenatoT oyaroBbiii (MopakeHbl oT 1 4o 3 60p03a) U pacceaHHbIn (BoBeye-
Hbl 4 1 6onee 60po3a) BapuaHTbl. Cpeaun npnunH KIMC Begyliee MecTo 3aHMMaloT TpaBma
ronosbl 1 LLAA, nanee cnepgytoT cuHapom obpaTtmon uepebpanbHOM Ba3OKOHCTPUKLMK,
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uepebpanbHbI BaCKYIUT, CUHAPOM ruvnepnepdy3mmn nocne pesackynsapusaumm (Kapo-

TUAHOE CTEHTUPOBAHME WM KapOoTUAHAA SHOAPTEPIKTOMUA), OKKITIO3UA KOPTUKaNbHbIX

BEH, 3aAHAA obpaTMmasn nenkoaHuedanonatma (PRES-cuHgpom), Koarynonatus, ynotpe-

6eHne HapKOTUKOB, KpaHUodaprHreoma, KaBepHoma 1 abcLieccbl ronoBHoro mosra. Og-

Hako okono 35% cnyuaes KIMNC agnaTca ngnonatmnyeckmmm [3, 12, 13].

K 3aboneBaHnsAM MeNKUX COCYAOB rofIoBHOro mo3ra oTHocutca LIAA, xapakTepHas
nperMyLLecTBEHHO ANA L NOXWIoro Bo3pacta. [porpeccupyiollee HakonneHue amu-
NOVAA B CTEHKAX KOPTUKANbHbIX 1 MEHWHIeanbHbIX COCYAOB NPUBOAUT K remopparmyec-
KOMY MNN MLLEMNYECKOMY MOBPEXAEHMIO rOfIoBHOrO Mosra. B HactoAwee Bpema KIMNC
NpW3HaH OOQHUM 13 KTloYeBbIX reMopparnyeckmx mapkepos LIAA [5]. Mpegnonaraetca Ha-
nnune gByx mexaHnsmos pa3sutua KINC npu LAA:

1) nosTopsatowmeca ann3ogpl octporo CAK M3 XpYNKNX MeHUHreanabHbIX UM NOBepX-
HOCTHbIX KOPTUKasbHbIX COCYA0B;

2) yTeuyKka/paclimpeHvie MOBEPXHOCTHbIX JONIEBbIX MUKPOKPOBOU3NUAHUNA B cybapax-
HouAanbHOEe NPOCTPAHCTBO, FreMopparnyeckas TpaHchopmaumna HeOONbLIMX KOPTU-
KanbHbIX UHpaPKTOB.

KnuHnueckn KMNC npossnaeTca ronosHoW 605bto, CTOMKUM O4YaroBbiM HEBPOSOMU-
yecknum aednLmMTOM AN NPEXOAALLMMM OHaroBbIMU HEBPOJSIOrMYECKMMUI SMU304aMU, KOT-
HUTVMBHbBIMWN HAaPYLIEHUAMM.

TepMuH «nHbpaTeHTOPMANbHBINA» YKa3blBaeT Ha OTIOXKEHME reMoCUaepriHa B CTPYK-
Typax LIHC, pacnonoMeHHbIX HUXe MO3XXeYKOBOrO HameTa, HO K MOMEHTY NMOCTaHOBKMU
AMarHo3a npouecc MoXeT pacnpoCTPaHATLCA WKWpPe C NOABNEHWEM CynpaTeHTopuanb-
HbIX (KOPKOBbIX) o4aroB. B peectpe peakmx 3abonesaHun OrphaNet UMNC o603HaueH Kak
ORPHA: 247245 [14, 15]. HecmoTpsa Ha orpaHnyYeHHOe KONMMYeCTBO MCCNeaoBaHUN pac-
NPOCTPaHEHHOCTN 3TOW MaTonoruu, onyb6nrkoBaHbl faHHble, yTo WIMC 6bin BbiIABNEH Y
0,094% (1/1062) yenosek B NONYAALNOHHOM NCCNefOBaHNN HenpoBm3yanusauum B PoT-
Tepaame n y 0,14% (2/1412) B nonynALUMOHHOM NCCNEAOBAHUN MOXWAbIX MWL, KINHUKK
Maio (MuHHecoTa) [5].

Mpwu UMC nopaxaeTca NoBepxXHOCTb He MeHee AABYx obnacTen LUHC: ctBona ronosHoro
Mo3ra (CpefHu1I MO3F, MOCT, MPOAOJITOBaTbIN MO3r), MO3XKeuKa (MonyLapusa, HOXKK, Yep-
BeoOpa3sHbI OTPOCTOK), CMIMHHOTO MO3ra UK KpaHWoLEepPBUKanbHOro nepexoda. B npo-
Liecc MOryT BOBJIeKaTbCA BeCTMOYnoKoxneapHble HepBbl 1 6a3anbHas NOBEPXHOCTb ro-
JIOBHOro Mo3ra [6, 7].

BoigensatoTt gBa tmvina UMC.

Knaccnuecknin UMC (1-ro Tvna) — NPpUYMHON KPOBOTEUYEHMA MOTYT ObiTb aHOManUu
TBEPAOW MO3roBol 06010YKM (MCEBAOMEHUHIOLENE, SKCTPaapaxHouaanbHoe cKorne-
HMe NMKBOPa, 3KTa3na TBepLON Mo3roBo obonoukn), onyxonu LUHC, paHee nepeHeceH-
Hble TpaBMa NO3BOHOYHMKA UNN HENPOXUPYpPruyeckas onepauns, TpaBmaTUYeCcKnin oT-
PbiB HEPBHbIX KOPELLKOB / MOBPEXAEHWE NAeYEBOro CrijieTeHns, 3a6o1eBaHNA, Bbi3blBato-
LWme noepexxaeHne unm gedopmaLmo TBepLo Mo3roso 060104Ykn (Helipodrnbpomatos
1-ro Tvna, cnHapom MapdaHa, aHKUI03UPYOLWUIA CNOHAUANT).

NCTOUHMK KpoBOTeUueHMA B 3TUX Clyyasx MMeeT HU3KOoe fAaBneHne (XpoHuyeckas
yTeuka KpOBM B MO3BOHOYHUKE WU B 3afiHEW YepernHom AMKe Ha MmecTe fedeKTa TBepaom
Mo3roBoli obonouku). Mpu TwatenbHom cbope aHaMHe3a MHOrAa YAAeTcA YCTaHOBUTb
B OTAAJSIEHHOM Mepuoje XM3HW NauMeHTa Hannyue 3nn3oga oCTPOM OpPTOCTaTUYECKOM
ronoBHon 605u, KOTopas, BepPOATHO, bGblna obycnoBneHa Ae60TOM CMOHTaHHOW yTeuku
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CNMHHOMO3roBOW XuMaKocTu. Ony6MKoBaHbl flaHHble, YTo Npu obcnegoBaHnn 51 naym-
€HTa CO CNMOHTAaHHOWN BHYTPUYEPENHON rMNOTEH3MEN N BEHTPaSIbHOW CMNHANIbHOWN yTeu-
Ko cnHHoMo3roBow xuakoctn UMC 6bin BoisiBneH B 12% cnyyaes. Pa3BuTre cUMNnTOMOB
BHyTpuuepenHon runoteHsun, UMNC unm nx coueTaHre 3aBUCUT OT xapakTepa gedekTa
TBEPAOWN MO3roBoli 060/104KM 1 YaCTOTbl MOBTOPHOMO OrPaHNYeHHOro cybapaxHouganb-
Horo KpoBoTteyeHusA [1, 5, 16].

Ona UMC 1-ro Tna xapakTepHO pa3BuTXE NO KparHen mepe OgHOro 13 Tpex TUnmy-
HbIX CUMMTOMOB: HEMPOCEHCOPHOW TYrOyXOCTW, MO3XXEUKOBOW aTakcuu, MMPaMUAHbIX Ha-
pyweHuin. K 1onofHUTENbHBIM CUMMNTOMaM OTHOCATCA ANCOYHKLMA MOYEBOIO Ny3bIpa U
KULIEeYHVKa, pacCTPONCTBA MMOTaHWA, aHOCMIWA, KOTHUTUBHbIE HapyLUeHUA, aHU30KopuA
N CeHCOpPHbIe paccTPONCTBa. Pexke HabnodaoTcA ronoBHas 60sb, 601K B CnHe, Mopaxe-
HMe YepenHbIX HEPBOB 1 MPU3HaKN NopaxxeHuA nepudeprnyeckoro MoToHepoHa. 3abo-
neBaHve UMeeT MeAJIeHHO NporpeccupyolLee TeueHme.

BropunuHbin UMC (2-ro Tvna) pa3BmBaeTca Npu CNOHTaHHOM BHYTPYMO3roBOM KPOBO-
n3nuaHuK, aHespusamMmaTtndeckom CAK, xupypruueckon TpaBme nnu ABYCTOPOHHKX CyOay-
pasbHbIX KPOBOM3NNAHNAX. Takre coCToAHMA Npu3HatoT npuunHon UMC npu coBnageHmm
BPEeMeHW pa3BUTUA 1 NIOKann3aunm KpoBOU3NUAHUA C 061acTAMMN OTNOXKeHNA remocuie-
puHa. [lna 3Toro TMna xapakTepHbl OCTPOE Hayasno 1 ObICTPOe HaKoMnneHne 3HaunTeNb-
Horo obbema KpoBU (apTepuanbHas yTeuka Nof BbICOKUM [faBnieHuem). femocupepuH
OTKNaAblBaeTcA B CyOnmanbHbIX CNOAX HEPBHOWM TKaHW, raBHbIM 06pa3om BOKPYr mecTa
KpoBoTeueHus [1,4, 5,10, 11, 17].

Haunbonee paHH1M cumntomom UMC cuntaeTca HapyLlleHue cnyxa B WyMHON obcTa-
HOBKe, 3aTeM pa3BUBAETCA [IBYCTOPOHHAA HEMPOCEHCOPHAA TYroyXxoCTb KOXJieapHOro
U PETPOKOXJIEapHOro NPOUCXOXKAEHWA (OT NIerkon Ao TAXKenon cteneHn). HapyweHue
paBHOBeCKA ABNAETCA XapaKTepHbIM CUMNTOMOM 3aboneBaHnsA, OHO MPOABAAETCA aTak-
TUYECKON NOXOLKOM Ha LWMPOKON 6a3e, NaLmeHT UCMbITbIBAET 3aTPyAHEHUA NP NepeaBu-
XeHun B TEMHOe BpeMs CYTOK. DTU HapyLleHUA MOTyT [OCTUraTb BblpaXKeHHON CcTeneHun
BMIOTb 10 Pa3BUTUA TYJIOBULLHOIM aTaKCKM, HECMOCOBHOCTU CUAeTb UK XoauTb 6e3 no-
CTOpOHHen nomowm [5].

B JNATHOCTUKA

[Jo noasnenna MPT guarHoctuka MNC ocywectsnanacb € y4eTom KIANHNYECKUX AaH-
HbIX U pe3ynbTaToB UCCNeA0BaHUA NMNMKBOPA, a BepndrKauma AnarHo3a — MOCMePTHO Npu
natomopdonorMyeckom UCcnefoBaHUN rofloBHOrO 1 CMMHHOMO MO3ra Uin BM3yasibHOM
BbIABNIEHN XapaKTePHbIX U3MEHEHWIA BO BPEMA HENPOXMPYPrNYeckoro BMeLLaTenbCTBa.

Mpu npoeegeHnn MPT ronoBHoro mosra Ha T1-B3BelLEHHbIX U300paXKEHMAX OT/O-
XeHnA remocrMaeprHa UMeKT BUA FMMNepUHTEHCMBHBIX yyacTkoB. Ha T2-B3BelleHHOM
n306paxkeHnn Mo KOHTYpam MuanbHblX 000MIoUeK CTPYKTYp 3afiHel YeperHom AMKWU,
BHYTPEHHWX NOBEPXHOCTEN 3aTbINIOYHbIX JOSEeN 1 CUNbBMEBOW LN MOTYT BbIABAATHCA
rMNOVHTEHCMBHbIE CUTHabI, @ TaKXKe YTOoJIeHe NpeBepHO-YIMTKOBOro HepBa. K npu-
3HaKkam [C no gaHHbIM MPT Tak»ke OTHOCATCA NMHEWNHbIe TMMOVHTEHCUBHbIE YYaCTKM Ha
NMOBEPXHOCTU MO3KeUKa, CTBOJIa FOSIOBHOMO MO3ra, HUXKHEN YacTy NonyLlapui, BOKpYr
VIl napbl YepenHbiX HEPBOB 1 Ha MOBEPXHOCTU CMMHHOFO MO3ra. XapaKTepHbl aTpodu-
yeckre N3MeHeHNA MO3XeuKka, 0CObeHHO YepBs, U nepefHUX oTaenos nonywapwuii [11].

BHe#peHMe B KNUHNYECKYIO NPaKTUKY HOBbIX MeToAnK MPT c ncnonb3oBaHUeM xe-
Ne304yBCTBUTENbHBIX MOC/ef0BaTeNIbHOCTEN KapAWHANIbHO W3MEHWUIO BO3MOXKHOCTM
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anarHoctukm MNC. CoegnHeHns, obnagarome napamarHMTHbIMNU Unn GeppPoMarHUTHbIMU
CBOWNCTBAMU, MOTYT MCKaXaTb MarHUTHOe MNoJse, 4YTo NPUBOAUT K NoTepe curHana. lNo-
CKOJIbKY reMOoCHMAepUH ABNAETCA NapaMarHUTHbIM COeIHEHMEM, €0 MOXKHO 0OHapPYKUTb
Ha nocnegosaTenbHocTAX SWI/SWAN n T2*GRE [2, 3, 6, 10, 18].

Mpw BoiasneHun MC gonxeH 6biTb NPOBEAEH MOUCK BO3MOXHOIO UCTOYHMKA KpPO-
BoTeueHus B LIHC. C atoi uenbto BbinonHAoTcA KT-aHrnorpadus, MP-aHrnorpadua, KT-
muenorpadua. OgHako npu knaccnyeckom Tune UMC gaHHble nccnegoBaHUA MoryT 6bITb
ManonHbOPMaTUBHBIMU, MOCKONbKY peyb AET O NaToNOrm COCyA0B Manoro Kanmbpa [5].

Heob6xognmo nomHuTb, uto MNC MOXeT 6bITb CNyYaiHON HAaXOAKOW NPU BbINOIHEHWM
MPT ronoBHOro mnyM CNUHHOro Mo3ra Mo APYrvM nokasaHuaMm. Y naumMeHToB 6e3 KnnmHu-
yecKkmx NpoasneHni 3abonesaHma nokanusauma MNC 06bIYHO OrpaHNYMBAETCA MO3XKEU-
KoMm. [lo HacTosLero BpeMeHn HeT OTBeTa Ha BOMPOC, Kak GyaeT npoTekaTb CyOKAMHU-
yeckuin MC, uenecoobpasHo nn JanbHenlwee obcnenoBaHne, HabnogeHNe N NeyeHne
naymenTa [5].

M3mMeHeHNA CNMHHOMO3roBOW XMAKOCTU npu MNC BKNIOYAT KCAHTOXPOMUIO, NOBbI-
LIEeHHOEe cofiepKaHre 3pUTPOLINTOB, BbICOKYIO KOHLEHTpaLuIo xene3a 1 depputunHa (4o
75% cnyJaes).

C yyeToM KnunHuMuyeckmx npossneHun MNC KoMnnekc nccnefoBaHUN MOXET TakKe
BK/IOYaTb ayUOMeTpUIo, OTOHEBPOJIOrMyeckoe obcreloBaHre, BUAEOHUCTarmorpadumio
N HEMPOMCUXONOrMyeckoe TeCTUPOBaHNE.

B JIEYEHWE
B HacToAwee BpemA cyllecTByeT ABa nogxoda K neveHuto MC.

1. Xupyprunuyeckoe BMelLaTeNIbCTBO NPU BbIABAEHUN NCTOYHUKA KPOBOTEUEHUS.

2. KoHcepBaTMBHOE JleyeHne, KOTOpoe BKIOYAET Ha3HauyeHue >Kene3oxenaTvpyowwmx
areHToB (CHMXKeHMe HelPOTOKCMYECKOro BO3AENCTBUA »Kenesa) 1 CUMNTOMaTUYeCKYIo
Tepanuio.

Xnpypruyeckoe BoccTaHoB/eHNe aedeKTa TBEPAON MO3roBo 06010UKM (3aKpbiTUe
nceBgoOMeHVHroLene 3afiHel YepenHom AMKY, ClHanbHoro gedekra TBepAo MO3roson
060M0YKM VNN LiepBMKaNbHOIO MCEeBAOMEHMHIOLENe BCeACTBME OTPbIBa MNJIEYEBOro
CnneTeHna 1 Ap.) MOXET NMPUBECTU K perpeccy KCaHTOXPOMMK, NOBbILLEHHOMO Cofep»Ka-
HUA 3pUTPOLUTOB U GpeppuUTMHa B CNMHHOMO3roBOI xuakoct. OgHako cBefieHns o pe-
3ynbTaTax TakMx BMeLLaTesIbCTB OrpaHNYeHbl MasibiM YNCIIOM NPOONEPUPOBAHHbBIX NaLy-
€HTOB, KOPOTKNM NeproAoM HabnofeHNA, OTCYTCTBEM KOHTPOJIbHbIX Fpynn. HecmoTps
Ha 3TO CUMTAETCA, YTO XMPYpPrmyeckoe BMeLaTeNbCTBO MOXET OCTaHOBUTb AasibHeliee
NporpeccrpoBaHe HEBPOSTIOrNYECKNX HapyLLUeHniA [5].

TepaneBTuyeckme MeponpuATUA BKIIOYAKT MPUMEHEHUE Kefle30XenaTupyoLwwmx
areHToB. [10CKONbKY eAMHCTBEHHbIM NpenapaToM 3TON FPymnbl, CNOCOBHbIM NPOHMKaTb
yepes rematosHuUedanmuecknii bapbep, ABnAeTca gedeprunpoH (MMUeH3NpoBaH ana ne-
yeHVA Tanaccemum), NPOBOAATCA nccnenoBaHua ero apdekTrsHocTy npu MNC. MeTaaHa-
nu3 pesynbraTtos 11 nybnukauun o npumeHeHnmn gedepunpoHa y 69 naymnenTtos c MC no-
Kazan, uto 17 (24%) yenoBek NpeKpaTuIv NIeyeHne ns-3a pPas3BUTA NOO6OUYHbIX 3PPeKkToB
(aHemuna, HeTpoNeHsA, arpaHynouUnTO3), MO AaHHbIM KOHTposibHOro MPT-uccnegoBaHms
nonoxutesibHas AUHaMMKa oTMedeHa B 28,9% cnyuyaes, cTabunusaumsa coCTOAHUA —
B 53,3%, yxygweHue —y 17,8% nauneHTos [19]. B nccneposaHun Kessler et al. ¢ yuactu-
eM 38 nauneHTOB 1 HabnodeHeM B TeueHne ABYX J1eT 3aBepLinn fledeHune 31 yenoBek,
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B 19 (63%) cnyuaax Habnoganucb ctabunusauma Nnn perpecc HapyLeHuin cnyxa, Koop-
OVHaUMM 1 xofb6bl, B TO e Bpems B 11 (37%) HabniogeHmAxX HacTynuno ycyrybneHve Hes-
ponoruyeckoro geduumta [20]. B gpyrom nccnegosanum 4 (40%) n3 10 yyacTHUKOB npe-
KpaTuny neyeHve n3-3a pasBUTUA HENTPOMEHNYECKOro cemncmca n yrtomnaemoctu [21].
CpaBHuTenbHOE nccnefoBaHue 15 NaurMeHToB, NOABEPTLUNXCA XMPYypruyeckon abnaunum
WCTOYHMKa KPOBOTEUEHUSA U BNOCNEACTBMM NOyUYaBLUMX ieueHne aedepnnpoHom (7 ye-
nosek) unu 6e3 Hero (8 NaLMeHTOB), NO3BONUIIO YCTAHOBWTb, YTO B rpynne KOMOUHNPO-
BaHHOW Tepanum HacTynuno ynyulieHne no gaHHbIM MPT 1 WwKanam MO3>Ke4KkoBOW aTak-
cin [22].

OpHako fo HacTosAlero BpeMeHun ybeamtenbHblX aaHHbIX 06 adpdekTrBHOCTY Oede-
punpoHa npwu MNC HeT. [poBeaeHHbIE NCCNeAoBaHNA UMeNV PAA HeOCTaTKOB: OTCYTCTBO-
Bana nHbopmauma o NPOAOIIKUTENbHOCTM 3abonieBaHUA JO Havyana neveHus, onybnuko-
BaHHble pe3ynbTaTbl YacTO MMENN CYObeKTUBHbIN XapaKTep M3-3a OTCYTCTBUA CTaHAap-
TM30BAHHbIX METOAO0B OLEHKN AMHAMUKK KNMHUYecknx n MPT-gaHHbIx [19]. Heobxoanmo
npoBeAeHne PaHAOMMN3MPOBAHHbBIX KOHTPONMPYEMbIX nccnefoBaHnii 3GGeKTUBHOCTU 1
6e3onacHocTn gedepunpora npu MNC. JleyeHne TpebyeT TLWATENBHOIO MOHUTOPUHTA re-
MaTONOrMYeCKMX NoKasaTenen, NeYeHOUYHbIX GepPMEHTOB U COAepPKaHUSA MUKPO3IeMEH-
ToB [5, 19].

CvmnTomatuyeckme metofbl neveHua MNC BKNOYAKOT NPYMEHeHMe CNyXOBbIX annapa-
TOB U KOXJ1I€apHYI0 MMMNIaHTaLMIo, KOPPEKLMIO BECTUOYNAPHBIX 1 MO3XKEUKOBbIX HapyLue-
HWI, Ha3HaYeHNe HeNPONPOTEKTOPOB, aHKCUONUTUKOB 1 aHTUAENPECCAHTOB, KOTHUTKB-
HYI0 TPEHUPOBKY, NCUXOTEPanuIo.

B KJIMHWYECKOE HABJIIOOEHWE 1

MauwueHT T, 42 roga, HaxogMNCA Ha CTaLMOHAPHOM NleYeHNN B HEBPOJIOrMYECKOM OT-
peneHun PHIL HeBponorun u Helpoxupyprun. Mpu noctynneHnn npeabasnsan xanobbl
Ha CHUXKeHMe CyXa, WYM B YLLIaX, WaTKOCTb Npu Xofbbe, 6011 B KpecTLoBOM oTaese no-
3BOHOYHWKA, 3aTPYAHEHNA NPU MOYENCNYCKaHNN.

AHamHe3 3aboneBaHuA: CO CJ/IOB MaLMeHTa, B TeuyeHre nocsiefHux 5-6 net otmeyvan
3 3n13ofa cuibHOV rofIoBHON 6011 (Nocne Taxenon Gr3nyeckon Harpysku), Kotopas co-
NpoBoXAanacb rofIoBOKPYXeHreM, TOLWHOTON, PBOTON, ANUTENbHOCTLIO OT 1 A0 3 CYTOK.
3a MeguUMHCKON nomolblo He obpatianca. Okono 3 neT 6eCnoKouT LWYyM B yLiax, NocTe-
NeHHO CHU3WUACA CNyX, TpUcoeanHUNIAch HEYCTONYMBOCTb Npu Xoabbe. Yepes rof noAsu-
NNCb 3aTPyAHEHMA NPU MOYENCNYCKaHWKW, MPOXOAWI NleyeHre y yponora. B anpene 2020 .
npoBoannoch 6yKnpoBaHue LWerku MoYeBoro ny3bipa. B oktabpe 2020 r. cTaLoHapHoe
neyeHne B ypoNnormyeckom otaeneHmm obnacTHom 60nbHULbI C AarHO30M: aTOHNA MO-
YeBOro Ny3blpsA, aCEHCOPHbIN MOYEBON Ny3blpb. CKNepo3 Wenkn moyeBoro nysbipa. Liu-
cTocToMa. BbinonHeHa TpaHcypeTpanbHasa pe3ekumsa Wenku MoYeBoro ny3blps, L1MCcTonu-
Tonanakcus.

AHamHe3 Xn3Hu: B 18-neTHeM Bo3pacTe HOXeBoe paHeHre B 061acTb Lew.

O6beKTMBHbIE AaHHble: obLiecomaTUecKnii cTaTyc 6e3 natonornu. Heeponornyeckuii
ctatyc: BHI 6e3 ocobeHHOCTel. YepenHble HepBbI: 3paykn pPaBHOBENVKME, ABUKEHUSA
rnasHbix A6/10K B NOHOM 06beme, HOCOryOHble CKNagKu CUMMETPUYHbI, CHUXEH CIyX Ha
06a yxa, MenIkopa3MalLUCTbIi TOPU30OHTaNbHbIN HUCTarM B 06e CTOPOHbI, A3bIK MO Cpea-
Hel NHUK. OXUBNEH HWKHeventocTHoW pednekc. Cna B KOHEUHOCTAX JOcCTaTouHas,
MbILLEYHbIA TOHYC He M3MeHeH. [nybokue pedneKkcbl paBHOBENVKIME, OXKUBIIEHbI, 30HbI
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KnuHuueckun cnyyvai
Case Report

He pacwupeHbl. [oagoLlwBeHHble pedieKcbl BbI3biBatOTCA. [aTonornyeckmnx pepnekcos HeT.
HapyLueHuin uyBCTBUTENBHOCTU He BbiiB/IeHO. KoopanHaTopHble NPobbl BbINOAHAET C MU-
MoronagaHuem, NHTeHU e ¢ ABYX CTOPOH. B no3e Pomb6epra nowatbiBaeTcA. [oxoaka
aTakTmyeckas. MeHVHreanbHbIX CUMNTOMOB HeT. MoyencnyckaHue: snMLMcToCcToMa.
O6cnepoBaHuAa: MPT ronoBHOro mo3sra — o4yaroB naToJIOrMYyeckon MIOTHOCTU B Be-
wectee mo3ra HeT. OTNOXeHNe remocufepuHa No KopTuKaibHbIM 60po3aam 6onbLImX
nonyLwwapui 1 mo3sxeuka (6onee Bbipa)keHHO), B 061aCT LUCTEPH 1 06010UEK FONOBHO-
ro mo3ra. KopTtrkanbHble 60po3abl HECKONBbKO Yry6neHbl B Mo3xKeuke. bokoBble xeny-
JOYKM MUHMMasIbHO aCMMMETPUYHBI, NeBbIli 60sblle NPaBoro, pa3Mepbl Ha YPOBHE Tes

Puc. 1. AKcnanbHbI cpes ronosHoro mosra B pexxume SWAN nauveHTta T.
Fig. 1. Axial section of the patient’s T. brain in SWAN mode

Puc. 2. CaruTTanbHblii cpes WelHOro oTaena No3BOHOYHUKA B pexxume T2-BU nauveHTta T.
Fig. 2. Sagittal section of the patient’s T. cervical spine in T2-WI mode
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10 MM 11 8 MM COOTBETCTBEHHO, TPETUI »KenygoueKk 3 MM, YeTBEPTbIN paclimpeH go 14 mm
B CarntTasibHOWM NNOCKOCTU. [pN3HAKOB HapyLleHNA ANKBOPOANHAMUKA U NOBbIWEHMWA
BHYTpPMYEpEenHOro AaBneHuA HeT. AKLEHTMPOBaHbl MepuBacKynApHble NPOCTPaHCTBa.
BHyTpeHHMe cnyxoBble NPoxofdbl HOPMaNbHOWM WWPWHbI C 0benx cTopoH. MNpu HaTuB-
Ho MP-aHrnorpadum natonornueckmx obpasoaHun (ABM, aHeBpu3M) cocyaoB Kapo-
TMgHoro, BepTebpanbHo-6asunnApHoro 6acceHOB He onpepenseTcA. 3aKnlouyeHue:
MP-KapT1Ha NOBEPXHOCTHOIO CUAEPO3a, aTPOPUUECKUX N3MEHEHUI MO3XKeUKa (puc. 1).

MPT weliHOro 1 rpyaHoro oTaesnoB CNMHHOMO MO3ra: MO KOHTYpPY CTBOMa MO3ra, KOpTu-
KanbHbIM 60p0o3jaM MO3XKeUKa OTMeYaeTca OT/IoKeHMe reMocugeprHa. B wenHom otae-
ne CNHHOM MO3T UMeEeT HOPManbHYIO TOMNLWUHY, MO KOHTYPY OTNOXEHWe reMoCMAeprHa, B
rpygHOM oTaene CMHHOWM MO3T UMeeT HepaBHOMEPHYIO TOSILLNHY C OTSIOKEHMNEM reMOCU-
AepuHa. OnpeaenseTcs sKCTpagypanbHOe CKOMIEHNE XUAKOCTY OT BepxHero Kpas C, ao
Th, N03BOHKOB WKpKHOW 5 MM. Mpu nposeaeHn MP-mnenorpadum AaHHbIX 33 IMKBOP-
Hbl1 650K He BbIABNEHO. 3akntoueHue: MP-npusHakn NnoBepXHOCTHOrO cuaepo3a (puc. 2).

AKyCTNYeCKne CTBONOBbIE Bbl3BaHHbIE MOTEHLMANbI: BbIABAEHO HapyLUeHMe npoBeje-
HuA B 06nacTn CTBOMNa FOSIOBHOrO MO3ra.

Bugeookynorpadusa: LeHTpanbHblA (CTBONOBO-MO3XEUKOBbI) BECTUOYNAPHBIA CUH-
Apom. ObLIeKNHNYECKe aHanm3bl, ybTPa3BYKOBOE NCCNef0BaHME MarncTpanbHbIX ap-
Tepuii ronoBbl 63 OTKNOHeHUI 0T HopMbl. OCMOTP odTanbmonora: M1monusa cnabon cre-
NeHK, CIOXKHbIN MUOMNYECKNI aCTUrMaTU3M.

KnnHnuecknin AnarHo3: NoBepPXHOCTHbIN CMAEPO3 FOSIOBHOMO U CMIMHHOMO MO3ra C ABY-
CTOPOHHEN HEeNpPOCEHCOPHOW TYroyXoCTblo, SIErKMM CTBOSIOBO-MO3>KEYKOBbIM CUHAPO-
MOM, HapyLueHnem GyHKLMM Ta30BbIX OPraHOB MO TUMY 3aAeP>KKN MOYM.

B npepctaBneHHOM KNMHUYECKOM HabnofeHUM Mbl XOTUM 06paTUTb BHUMaHME Ha
0COBEHHOCTM aHaMHe3a (HOXeBoe paHeHre B 061acTb LWen B OTAANIEHHOM Neproae Xns-
HW, OCTpas ronoBHaa 6onb nocne GU3NYECKON Harpy3ku 3a 5-6 net o MaHudecTaymm
0YaroBbIX HEBPONOrMYecKMx CMMNTOMOB) M 3KCTpadypasibHOe CKOMjeHue NMKBopa B
LeHO-TPYAHOM OTAene, UTO MOXKET CBUAETENbCTBOBATb O TPaBMaTUUYeCKOM MoBpexae-
HUW TBEPLON MO3roBo 060I0UKN NPU Pa3BUTKM FONIOBHON 605K noce dpusnyeckom Ha-
rpysku, npusegiwne B gasnbHenwem K passutuio MC.

B KJIMHWYECKOE HABJIIOOEHWE 2

MauwneHT K., 29 net, HEOQHOKPATHO HAXOAWSICA Ha CTaLYIOHAaPHOM NeYEHUN B HENPOXN-
pypruyecknx otaeneHunax PHIL HeBponorum n Hepoxmpypruu.

AHamHe3 3aboneBaHusA: B 5-neTHem Bo3pacTe (1991 r.) B ATl nonyuunn 3akpbiTyto ye-
penHoO-MO3roBy1o TPaBMy C COTPACEHMEM FOIOBHOMO MO3ra, ylunbneHHyto paHy nba. Cny-
CTA 4 MecALa NOABUANCH HapyLLIeHre KOOPANHaLUW ABVXEHWIA, FOfIoBHas 60nb, TOLWHOTa.
Bbin oneprposaH No NoBoAY KMCTbl NPaBOro NonyLwapusa mosxeuka. B 17-neTHem Bo3pac-
Te Npw 3anNPoKUAbIBaHNM FOI0BbI MOABUIIOCh FOJIOBOKPYXKEHWe, KOTOpoe Yepes 3 rofa ca-
MOCTOATENbHO NpekpaTunocbk. KT ronosHoro mo3sra 2004 r.: nocsieonepauuoHHble n3me-
HeHuA Npasol remuchepbl MO3XKeuKa, BHYTPeHHAA rugpouedanva. B nepsoi nonosuHe
2013 r. Hayan oTMeyYaTb HeYCTONUMBOCTb MPU XOAbOE, LYM B rONOBe U CHUXeHWe cnyxa.
[JunarHo3: BHyTpeHHAA rugpouedanna C OKKIO3MeN Ha YPOBHE CUIbBMEBA BOAOMPOBO-
[a. BoinonHeHo onepaTvBHOe BMeLLATENbCTBO: SHAOCKOMMYECKas BEHTPUKYIOCTOMUA
3-ro xenygouka (02.04.2013). MPT ronosHoro mo3ra 08.04.2013 (B nocneonepayOHHOM
nepuoge): onpefensaeTca TOK NUMKBOpa B 06nactn nepdopmMpoBaHHOIO AHa TpPeTbero
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XKenyaouka, HeCKOJIbKO YMEHbLUMANCh pa3Mepbl XeNy[oUYKkoBOWN CUCTEMbI, MOBEPXHOCT-
HbI remocMaepo3 No 0b6osiouKam CTPYKTYp 3agHen yepenHom AamKK. OcmMoTp Bpayva-od-
Tanbmonora 17.05.2013: oTek AUCKOB 3puTeNbHbIX HEPBOB. B fanbHenwem npoasneHnsa
rmgpouedann CoOXpaHANUCb, U B CBA3M C HapaCTaHWEeM HEBPOJIOrMYECKON CUMMTOMa-
TUKW NpPOBefeHa YCTaHOBKA BEHTPUKynonepmutoHeanbHoro wyHTta (13.11.2013). B He.-
ponornyeckom cratyce onpeaenannucb CHUXKeHNe ciyxa U nerkme KoopanHaTopHble Ha-
pyLeHus.

B panbHelwem nauneHT NOBTOPHO 06CNeOBaNcA B HEMPOXMPYPruyecknx otaene-
Huax PHILl HeBponornv 1 HeMmpoxmpyprum B CBA3UN C YNOPHbIMU Xanobamm Ha CHUXe-
HMe cNyxa, U3MEHEHME peyy, WyM B FOfoBe, LWaTKylo Noxoaky. M3 npoBeaeHHbIx obcne-
[OBaHUN: 06LEeKNUHNYeCKMe aHanu3bl 6e3 OTKNOHeHWI OT HopMbl. Bugeookynorpadus
(25.11.2014): ueHTpanbHbIN (CTBONOBO-MO3XEUKOBbI) BECTUOYNAPHbIN cMHAPOM. OcMOoTp
Bpaya-oToHeBposnora 17.03.2014: xpoHuyeckaa HempoceHCcopHasa TyroyxocTtb 1-1 ctT. Oc-
MOTp Bpaya-ncuxmatpa 14.03.2014: opraHnyeckoe acTeHn4eckoe pacctpomnctao. OcmoTp
Bpaya-odptanomosora 17.11.2014: 3aCTONHbIX MU3MEHEHWIA HA Fa3HOM JHE He BbiABEHO.
AHanm3 cnMHHOMO3roBo Xngkoctn 06.05.2014: xuakoctb 6ecuBeTHas, Npo3payHas, 0b-
wmn 6enok 0,51 r/n, rnoko3a 3,20 mmonb/n, untos 24/3, numo. — 14%, HenTp. — 4%. Ynb-
Tpa3ByKOBOe nccnefioBaHre 6paxuoedanbHbix aptepuin 11.06.2015: runonnasma nesom
NO3BOHOYHOM apTepun. KoHcynbTaumna Bpaya-otopuHonapuHronora 11.06.2015: XxpoHu-
yeckan HeMpoCeHCOPHasA TYroyxocTb crnpasa | T, cnesa ll cT.

3a nepwuog rocnutanmsaumm ¢ 17.11.2015 no 21.12.2015 6ecnokounu LWym B rofioBe,
CHUXKEHUe CNyxa, U3MEHEHME peyy, WATKOCTb Npu xoabbe, HapyLleHe KOOpAUHaLNUK 1
noyepka, CHUKEHME 3peHuns.

O6beKTMBHO: obLecomaTUyecknii ctatyc 6e3 natonorny. HeBponornyeckmin ctatyc:
obulee cocToAHME YAOBNETBOPUTENbHOE, B CO3HaHWW, SMOLMOHaNbHO nabuneH, acTe-
HU3MpoBaH, GOH HacTpoeHMA CHUXKeH. O6beM ABVXKEHWI ra3HbIMU A60KaMM NMOMHBbIN,
N0 CUMMETPUYHO, FOPU3OHTaNbHbIN HUCTarM B 06e CTOPOHbI, Gonee Bbipa)keHHbIN B NO-
NOXKEHUW NeXa, CNyX CHUKEH, An3apTpusa, ANCchOHMA, IOTOUHbIA pedneKc Bbi3biBaeTcs,
MArkoe HEGO GOHMpYeT, A3bIK N0 cpeHen NMHUKU. TOHYC 1 cufla B KOHEYHOCTAX He n3-
MeHeHbl. ybokne pedneKcbl 0XKMBNEHbI, 30HbI pacluMpeHbl, 6e3 pasHuLbl CTOPOH, Bbl-
3blBatoTCA crubatenbHble KucTeBble pednekcbl U pednekc babmHckoro ¢ AByx CTOPOH.
KooppauHaTopHble Npobbl BbIMONHAET C NErKon AUCMETPUEN N UHTEHLMOHHBIM APOXKaHU-
eM. B no3se Pombepra nolatbiBaeTcs, atTakcus npum xofabbe. QyHKUMA Ta30BbIX OPraHoB He
HapyLlueHa.

MPT ronoBHoro mo3sra: B npaBoW JIOGHOWN fose NocneonepaLoHHbIA paHEBON Xop.
OpeHaxHaa Tpybka B Npoekunn nepefgHero pora seBoro 60KoBoro xenygouka. eny-
[OYKN MO3ra YMepeHHO paclumpeHbl. B npoekummn BbIXoAHOro otaena cuiibBrMeBa BOAO-
NPOBOAA M B KayAanbHbIX OTAeNIaX YeTBEPTOro enyaouka BU3Yyanu3npyloTca Cranku.
CpeaunHHble CTPYKTYPbl MO3ra He cMelleHbl. B npoeKkuumn npaBoro nonywapma Mo3»euka
onpepenAlTcA NocsieonepaunoHHble KUCTO3HO-aTpodurueckue nameHeHnsa. Moctomos-
XeuKoBble Yribl CBO6OHbI, BHYTPEHHME CNYXOBble NPOXOAbl HE pacluMpPeHbl, Npeaasep-
HO-YNINTKOBbIE U NMLEeBble HepBbl 6e3 ocobeHHOCTel. [TOBEPXHOCTHbBIM Fremocuaepos no
MArKMM 060510UKaM CTPYKTYp 3afHel yepenHon AMKU. HakonneHna KOHTpacTa He BbiAB-
neHo. Mpwu HatueHo MP-aHrnorpadum natonormyeckmx obpasosaHmin (ABM, aHeBpram)
COCY[I0B KapoTUAHOro, BepTebpanbHo-6asmnnapHoro 6acceiHoB He onpepensetca. Auc-
TasibHble OTAEeNbl MO3BOHOYHbIX apTEPUIA aCMMMETPUYHBI: NpaBas 6onblue neso (puc. 3).
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Puc. 3. AKcnanbHbI cpes ronoBHOro mosra B pexume T2-BU nayumenTa K.
Fig. 3. Axial section of the patient’s K. brain in T2-WI mode

MaymeHT OCMOTPEH KOHCUITMYMOM HEPOXUPYProB 1 HEBPOOroB, YCTaHOBIEH KINHU-
YecKunI AnarHo3: MH$pPaTEHTOPMANbHbIN MOBEPXHOCTHBIN CMAEPO3 FOTOBHOMO U CMIMHHO-
ro Mmo3ra C HeMpPOCEHCOPHON TYFOYXOCTbIO 2-11 CT., yMEPEHHbIM CTBOJIOBO-MO3XEUKOBbIM
CMHOPOMOM, OBYCTOPOHHEN NMMpaMUAHON HeAoCTaTOYHOCTbIo. OKKM3NOHHAA rngpo-
uedanua, coctoAHMe NOCse NOBTOPHbIX ONepaTyBHbIX BMellaTenbCcTB (nepdopauma aHa
3-ro xenypouka 02.04.2013, ycTaHOBKa BEHTPUKYNONepuToHeanbHOro wyHrta 13.11.2013)
Ha poHe oTaaneHHbIX NOCNeACTBU ONEPaTUBHOIO NTIEYEHUs KUCTbI NPaBOro nonywapus
Mo3Xeuka (1991 r.).

3aKnioueHre KOHCUIMYMa: NoKasaHWi K HeMPOXMPYPruyeckomy fieyeHunio Het. Peko-
MEHAOBaHO: HabnloaeHWe Bpayeli-cneLmanmncToB No MeCTy KUTENbCTBa (HEBPOJIOT, Hel-
pPOXMpYpr, Cypaonor, 0obTanbmMonor), NOBTOPHbIE KYypCbl HElpoMeTabonnyeckom Tepanuu,
JIOK, KoopaAnHaTOpPHblE TPEHUPOBKN.

B fjaHHOM KNUHWYECKOM HabnogeHUn Mbl XOTUM 0OpaTUTb BHMMaHWe Ha pasBuTUe
WMNC y nauymeHTa, nepeHecllero HeMpoOXnpypruyeckoe BMeLlaTeNlbCTBO Ha CTPYKTypax
3agHeln yepenHom AMKN B fEeTCKOM BO3pacTe 1 3aTemM B BOo3pacTe 27 neT no noBogy OK-
Knto3noHHon rugpouedanmun. CNoXKHOCTU B onpefeneHun Begyluein NpuUYmnHbl YNOopHbIX
»asnob Ha rofoBOKPY>KEHUE, LLIYM B FOJIOBE, LLATKYIO NMOXOAKY 1 CHUXKEHME CIlyXa 3aK/toYa-
NINCb B TOMNYECKOM COBMAZeHNM 060MX NATONOMMUYECKMX NPOLLECCOB.

W TEYEHWE N MPOIHO3

HaHHble o TeyeHun NC go HacToAWEro BpeMeHN HEMHOroUYMC/IeHHbl. He nsyueHbl
daKTopbl, CNOCOBCTBYOLWME NPOrPecCUPoBaHuMio 3aboneBaHns, B 3HAUUTENBHOWN YacTu
cnyvaeB 3aboneBaHve ANArHOCTUPYETCA Ha CTafMU BbIPaXKEHHbIX HapyLleHUn byHKUMr
HEPBHOWN cucTeMbl. HeT eAMHOro noaxoaa K NpoBeAeHno AUHAMUYECKOro HabnogeHus
NaLMeHTOB, KOIMYECTBEHHOIO OnpeaeneHnsa OTNIOXKEHNN reMoCnaeprHa NPY KOHTPOJSIb-
HbiXx MPT-uccnepoBaHumsax.
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Mmelowmeca faHHble CBMAETENbCTBYIOT O BO3MOXXHOCTU HEYKJIOHHOIO Mporpeccu-
pPOBaHUA TYroyxoCTW, ABUraTeNIbHbIX PACCTPONCTB, KOTHUTUBHbBIX Y APYTUX HapyLUeHWA.
B 10 e Bpema nonyuyeHa nHbopmaLmna 0 HEKOTOPOW MONOXKUTENbHOW AUHAMUKe nocie
NPOBEeAEHHOrO KOHCEPBATMBHOIO UM XMPYPTrMUYECKOro JIeUeHus, a TakKke 0 BOSMOXHOM
cTabunmsaumm npouecca [5].

B 3AK/THOYEHUE

MNC ocTaetca pegko anarHocTnpyembiM 3a6oneaHnem LIHC. C yueTom HakomnieHHOro
onbiTa cnegyet NoMHUTb, 4To MNC LIHC Heobxoanmo ncknoyaTb y NaLnMeHToB C nporpec-
cupytoLLell CEHCOHeBPanbHOWM TYroyXoCTbio, aTakCueln 1 Npr3HakaMm nopakeHus nupa-
MUAHbIX MyTeN, a TakXe Npu NepBrYHON AnarHocTrke LIAA, BHyTPYIMO3roBbIX/BHY TpuKe-
NYAOUYKOBbIX OMYXONen 1 ApYrux COCTOAHWIA, yrpoxaemMbix no passututo MNC.

[na noaTBepXXAeHNA AMarHosa npeanoytutTenbHo nposeaeHne MPT-uccnepoBaHusA
C NCNonb3oBaHMeM NapaMarHUTHO-YyBCTBUTESIbHbIX NocnefoBaTenbHocTen: T2*GRE nnn
SWI/SWAN, ogHaKo xapaKTepHble N3MEHEHNA MOTyT BbIABAATbCA U HA CTaHAAPTHbLIX T1-1
T2-B3BeleHHbIX n306paxeHuax. MNpy ycTaHOBEHNM UCTOUYHMKA KPOBOTEUEHNA Liefeco-
06pa3HO paccMOTpeTb BOMPOC O NOKa3aHWAX AJA BbIMOSHEHNA XMPYPrMyeckoro Bmella-
TeNbCTBa UK MPOBEAEHNA KOHCEPBATUBHON Tepanuu. JleuebHaa TakTMKa [OSKHa ObiTb
HanpaBfieHa Ha JOCTUXKEHME perpecca 1nm cTabunmsaymio HeEBPOIOrMYeCKUX NposBse-
HWIA 3a6oneBaHuA.

HakonneHue 3HaHuin o NC LUHC 6yaet cnocobcTBOBaThH €r0 CBOEBPEMEHHOW ANarHo-
CTVIKe, a NPOJOMKEHNE HaYUHbIX NCCeloBaHNI B 06nacTy pa3paboTku 3GpPpeKTBHbBIX Te-
paneBTUYECKMX CTpaTerumn — akTyanbHasa 3afiava B 6opbbe ¢ 3Tum 3abonesaHmem.
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