JIVUEBASI IMATHOCTHKA W TEPATIMSI

YIK 616.83/.85

MOHOMEJIMYECKASA AMUOTPO®USA (BOJIE3Hb XUPASIMA):
KJIUHUKO-JIYYEBDBIE COITOCTABJIEHUS

K. H. Casunyesa, 3H. A. Tomoasan, 12T, H. Tpoghumosa, ' T. 0. Ckeopyosa, /1. H. llpaxosa,
TA. T. Havsec
I ucrutyt Mosra yenosexa um. H. I1. Bextepesoii Poccuiickoii akanemuu nayk, Cankt-Ilerep6ypr, Poccus
2Knunnka «Cxangunasus», OO0 «Apa-Ilerep», Canxr-Iletep6ypr, Poccus
3[Tepsbiii Cankt-ITetepGyprekuii rocyiapcTBeHHbIN MeMLMHCKHE yHuBepenTetr M. akaj. W. I1. [Tas/opa,
Canxkr-Ilerep6ypr, Poccus

NON PROGRESSIVE JUVENILE SPINAL MUSCULAR ATROPHY
(HIRAYAMA DISEASE): CLINICAL AND RADIOLOGICAL
CORRELATIONS

IZh. I. Savintceva, 3N. A. Totolyan, 12T, N. Trofimova, ! T. Yu. Skvortsova
IN. P. Bechtereva Institute of the human brain of Russian academy of sciences, St. Petersburg, Russia
2«Scandinavia» clinic, «<AVA-PETER», St. Petersburg, Russia
3Pavlov First St. Petersburg State Medical University, St. Petersburg, Russia

© Koarekmus asmopos, 2016 e.

Monomennueckast aMmuoTpodusi, nin 60J1e3Hb Xupasiva, MpeiacTap/sieT co60i penkyto (GopMy HENPOrpeccHpyIoliero
3a60/1eBaHUsI MOTOHEHPOHOB, OOYCJIOBJICHHYIO HEKPOTHYECKHUM MOPaKEHHEM IEePeJIHUX POroB CIIHHHONO MO3ra.
Bonesnb Xupasiva MozkeT ObITb AMarHocTHposaHa npu nomout MPT-necsienoBaHus yxke Ha paHHHUX CTaJHsAX HA OCHO-
BaHWH TUITUYHOI'O BEHTPAJbHOTO CMELIEHUSA 3811H€IZ CTE€HKH JlypaJIbHOI'O MeElllKa Ha BbICOTE IepeaHero crubaHust LIeH.
B nacrosiiel ctatbe npeacTaB/eHbl 1Ba KAMHHUECKUX CIydast 00/1e3HH XupasMa ¢ pasjiMiHOl AJIUTENbHOCTbIO 3a60-
JIEBAHHUS M KJIMHHUYECKO-PAJMOJIOTHYECKOH KapTHHOM.

Katouesbie cioBa: Muesionatus, 60/e3Hb XupasiMa, MoHoMesndeckast amuotpodust, MPT.

Non-progressive juvenile spinal muscular atrophy, also known as Hirayama disease, is a rare form of non-progressive
motor neuron disease caused by necrosis of the anterior horns of the lower cervical cord. Magnetic resonance study
is able to show forward displacement of the posterior wall of the lower cervical dural canal in neck flexion, which is
presumed to be pathognomonic sign of Hirayama disease. Flexion MRI of the cervical spine can help to diagnosis
HD in the early stages. We report two cases of Hirayama disease with different disease duration and different clinical
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and radiological presentation.

Key words: myelopathy, Hirayama disease, non-progressive juvenile spinal muscular atrophy, MRI.

MoHomennueckass crnvHajdbHass amMuoTpodus
(6one3Hb XupasiMa): KIMHUKO-Jy4eBble CoMnocTaBJe-
Husi. MoHowmenndeckasi amuorpocdus (MMA), unu
60J1€3Hb XHpasima, KOTOPYIO B 3apyOexKHOM JiuTepaTtype
Ha3bIBAIOT HENpPOrpeccupylollast BeHUIbHAS CIH-
HaJslbHast aMHOTPOQHUSl, OTHOCHTCSI K 3a00JeBaHUSIM
JBHTaTe/IbHbIX HEHPOHOB, OJHAKO BBIIEJSIETCS CPeiu
HUX CBOEH caMoJIMMUTHpYIoLLel npuponoi. B Mexny-
HapoHO# Kaaccupukauuu 6ogesneit 10-ro nepecmor-
pa MoHOMeJsMuecKast aTpodusi OTHeCceHa B Tpymniy
«/lpyrue crnuHajbHble MblllleuHble aTPOGUU W POJI-
cTBeHHble cuHapoMbl» (Koj G12.8). bosesub Xupasima
BCTpeUaercst JIOCTaTOYHO PEIKO W MOpakaer Mpeumy-
1LIECTBEHHO MOJIOJILIX MY>KUHH B Bo3pacte oT 15 no 25
qet [1]. BrnepBblie 310 cocrosinue Obl10 onucano K.
Xupasimoit u coaBT. B 1959 roay y mnauueHTOB
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u3 Snonuu, omHako B nocaenHde 10 Jjer MosiBUJINCDH
nyOJHKauMKd o caydasx 6ose3Hd Xupasima y Kuteseh
Poccun, esponeiicknx crpan u CIIA [2, 3]. 3a6ose-
BaHUe OOYCJIOBJIEHO [OpaxKeHHEM MepPeiHUX POros
CIIMHHOTNO MO3ra M HMeeT BHe3alHoe, CIIOHTaHHOe
Havyaso ¢ Mporpeccupyiolleil MblllIedHOH atpoduei
JMCTaJIbHBIX OTE/0B BEPXHEH KOHEUHOCTH, XOJIO/I0BbI-
MU [ape3aMu U OTCYTCTBHEM CEHCOPHBIX HapylUeHHH.
TunuuHbIM sIBJISIETCS MOPAXKEHUE KUCTH W MPeArJIednst
C COXpaHeHHeM WHTAKTHOH TJieuesyueBOH MbILILLbI.
[1pu sTOM aTtpoduueckne u3MeHeHHs vallle BblpaKeHbl
TOJILKO C OJIHOH CTOPOHBI, HO MOTYT CTpajaTh H obe
KOHeuHOCTH [4]. Mblilieunast aTpousi U COOTBECTBYIO-
liee e HapyLIeHHe IBUXKEHHH, KaK [IPaBuJIo, Iporpec-
CUPYIOT Ha MpOTskeHUH |—H JieT, 3aTeM HacTynaer
crabusuzanus cumnTomos [ 1].



Ne 2(7)2016

JIVUEBASI IMATHOCTHUKA W TEPATIHS

Ha nauanbhbix stanax sabosieBaHusi €ro He0OXOIUMO
IU(phepeHnpoBaTh OT APYTrHX COCTOSIHUE, KOTOpble
MOTYT BbI3BaTh JIOKAJIbHYIO aTPO(HUIO MbILLL, BepXHEH
KOHEUYHOCTH, TAKUX KaK CUPUHIOMHeHs1, GOKOBOH aMHOT-
poduueckuil CKkepo3, MHTPaMEyJIsipHble OTYXOJIH,
CMOHIUJIOreHHAs MUesionathsi U T. 1. C MOMOLIIbIO KJHHH-
UEeCKOTO U 3J1eKTPOHU3HOIOTHUECKOT0 HAOJIOIEHHST ar -
H03 MMA BO3MOXKHO YCTAHOBHTbL TOJILKO CIYCTSI JJTH-
TeJILHBIH MEePHOJ, HA OCHOBAHMM CTOMKOIO OTCYTCTBHS
NPOrpecCUpOBaHHUsT CHMIITOMOB M HCKJIOYEHHsT BCex
OCTaJIbHBIX BO3MOKHBIX MPUIHH aMuTpodun. Buenpenne
B LIMPOKYIO TPAKTHKY METOa MarHMTHO-DPe30HAHCHOH
tomorpaduu (MPT) no3Bosino BLIIBUTHL W OMHCATH PSiTT
XapakTepHbIX ist 6oJie3nn XupasiMa U3MeHeHHH, JyacTb
13 KOTOPBIX BU3YJIM3UPYETCsl PU PyTHHHOM 00C/1€e/10Ba-
HHM, a YacTb — ToJIbKO Npu BbinosiHenun MPT B noJio-
JKEHHH MEPEIHEro crubaHust eu:

1) BbIIpsIMJIEHHE LLEHHOTO JI0PA03a B HEHUTPAJIbHOM
noJsioxkenuu uien. Hecrneunduunblii npusHak, KOTophbii
orpesiesisieTcst MpU MHOTHUX 3a00JIeBAHUSX;

2) JoKaJibHOE HCTOHYEHHE CIIMHHOTO MO3Ta Ha CPeJl-
He- M HWKHelleidHoM ypoBHe. [lpu 3ToM Ha BbICOTE
aTpo(un y HEKOTOPBIX MALMEHTOB, HO HE y BCeEX, orpe-
JIeJIITCS TIOBbBIIIEHHBIH Ha T2-B3BelleHHbIX U300paxe-
nusix (T2-BH) MP-curnan ot nepefHux oTae 0B CIIHH-
Horo mo3ra. bes comHeHus1, aTpocusi CUHHOTO MO3ra
C U3MEHEHHEM ero CHrHaJIbHbIX XapaKTePUCTHK MOXKET
ObITb MPOSIBJIEHHEM MHOXKECTBA MHBIX MATOJOrHYECKHX
COCTOSIHMM, Mpex/e BCEro AeMHUENMHU3HPYIOUIUX MPO-
11eCCOB U MUeIonlIeMUH. [Tpr oTCyTCTBUH 10CTOBEPHBIX
MPU3HAKOB CIOHMUJIOTEHHOTO BO3JAEHCTBHUS JIOKAJIbHOE
MCTOHUEHHE CTTHHHOTO MO3ra Ha HHXKHeIeHHOM YpOoBHe
SIBJISIETCST TIOJI03PHTENIbHBIM Ha Hanukne MMA,;

3) ycunenne MP-curnana ot 3ajHero snuaypasb-
HOTO MPOCTPAHCTBA HA CPe/IHe- W HUXKHEUIEHHOM YPOB-
He [ocjie BBEJICHHs] NapaMarHWTHOIO KOHTPACTHOIO
BELLECTBA, 3@ CYET PACLUMPEHHsT COCYIOB BEHO3HOIO
cruietenus [4];

4) orcioenHue 3aiHel CTEHKHM JIypajbHOrO MellKa
OT HaJIKOCTHHILLBI, KOTOpPOE BU3yaJH3HUPyeTCsl Ha aKCH-
aJbHbIX Cpe3ax B HEHTPaJibHOM T[OJIOKEHHH LIEH.
OnucanHblfl MpPU3HAK 1O JAaHHBIM HcC/ea0oBaTesnei
OTJIMYAJICS BBICOKMMHU MOKA3aTe/IsIMH UyBCTBUTENbHOCTH
u cneurduunoctr (94% u 98% coorsercTBento) [5].

[Ipun MPT 1uefiHoro otiesna Mo3BOHOYHHKA B MOJO-
xenun crubanus y 90% naumentoB ¢ 60Je3HBIO
Xupasima onpeJessieTcs CMellleHHe Krepeau Jopcalb-
HOH CTE€HKH JlypaJibHOTO MELIKAa C KOMIIPECCUEH CITHH-
Horo mosra [6—9].

W3 nepeuncnennbix npuaHakos Hanbosee nHdopma-
TUBHBIMH U CMIELIU(PUUECKUMHU JJIsT AMaTHOCTHKH O0J1e3-
Hi Xupasiva sIBJSIIOTCSl OTCI0€HHE JypasibHOrO MellKa
B HEHTPaJbHON MO3ULIMK U €ro CMeLleHHe BIepes MpH
crubaTesibHOU npode.

Takum o6pasom, Ha ceroausiiunuil ienb MPT noaso-
JISIeT yCIelHo quarnoctupoBat MMA yxxe Ha paHHHMX
sTanax, He npuberass K JJIUTEJIbHOMY KJIMHHUECKOMY
1 3j1eKTpousrosornueckomy HabJsoneHuo. B o xe

BpeMsi 0OsiMratHasi HeOOXOAMMOCTb BbINIOJIHEHHS] CTH-
OaTesbHON NPOOkl AJIS1 YCNEIHOH IHarHOCTHKH 00J1e3-
Hu XupasiMa, KOTopasl He BXOAMT K CTaHAAPTHYIO Mpo-
uenypy MPT-o6cnenoBanusi mo3BoHOUHMKA, 3aTpyil-
HsIeT pacro3HaBaHHe AAHHON MATOJIOTHKM B HadaJsbHbIN
nepuon 3abosieBaHuss. B MHPOBOH W pycCKOA3BIUHOH
guteparype mnybJukaiuu, nocesiieHabie MPT-nuar-
HocTke MMA, HOCAT HEMHOTOUHC/IEHHBIH XapakTep,
M03TOMY B JIAHHOH CTaThe Mbl IPUBOJIUM OMHMCAHHE JIBYX
KJAWHHYECKUX cilyyaeB GosiesHn XupasiMa ¢ pas/niHoM
JUTUTEJBHOCTBIO 3a00J/1eBaHNs U pa3JIM4HON paHoJIOTH-
YECKOH KapTHHOH.

O6oum naupentam B UMY PAH Bbinosinena MPT
1IeHHOrO OTJles1a M03BOHOUHMKA Ha armnapare Philips
Achieva ¢ uHaykuue#n maruuroro nojs 3 T, Takke
BeinosnHssioch  MPT-uccenenosanie B JAUHAMHKE.
Cuuraercsi, 4To VISl BbISIBJICHHST XapaKTEPHOIO CMelLle-
HHUs1 TBEPJIOK MO3roBoi oGoiouku npu MMA tpebyertcs
o0ecneynTb Kak MOXKHO 0oJiee CHJIbHOE crubaHue 1eH,
B Hlease — MaKCHUMaJbHO BO3MOXKHYIO (DJICKCHIO.
B nawem uccienoBaHuu il OCyLLECTBJEHHsT cruba-
TeJILHOU NPOGKI Oblla HCIOJIb30BAHA OTKPbLITAst KOH(H -
rypauust HepoBacKyJIsipHOM LIEHHO-TO0JOBHOM KATYLIKH
C BBICOKUM MSITKHM BaJIMKOM T10J1 FOJIOBOM MalHeHTa.

Knunnueckuii cayuait Ne 1. Ilauuent 1., 16 Jer.
O6patuiicst ¢ Kano6aMl Ha CHOHTAHHO BO3HHUKIIYIO
U TIOCTENEHHO MPOrpeccUpyollyto caabocTb JIeBOH
KOHEUHOCTH, KoTopast 6eCTOKHUT B TeUeHHE 111eCTH Mecs-
1eB. M3 anamHesa U3BeCTHO, YTO 3a MOCJIEIHUIN MO/ Naly-
eHT Bblpoc Ha 11 cm. Tlpu oGbekruBHOM OCMOTpEe —
yMepeHHast TMIOTPO(HsT MBILLILL MEXKNaNbLEBbIX MPOME-
JKYTKOB JIEBOH KHCTH M MBILLLL JIEBOTO MPEIJIeUbs, 0CO-
6eHHO MeIMa/bHON Tpynmbl. Y MalMeHTa HEeBO3MOXKHO
NpUBEIeHHE U pa3BelieHHe NaJlbLEB U ThllbHOE CruOaHne
JeBod kuctu. [lpu npoenenuu 3J/ekTpoHeldpoMHorpa-
¢hun OblIM OTMeUeHbl TPU3HAKK MOPAKEHHUST MEePEIHUX
pOrOB CIHHHOIO MO3ra Ha YPOBHE LIEHHOTO yTOJLLIEHHSI.
[Ipu MPT wefinoro otnena nossonounuka (LLIOIT)
B HEHUTpa/bHOH MO3UUMHU Yy MaLMEHTa ONPEeIe/soch
BBINPSIMJICHHE [LEHHOTO0 JIOP/I03a U YMEPEHHOE HCTOHYe-
HHe CTMIUHHOTO Mo3ra Ha ypoBHe 103BoHKoB C5—Cg, 6e3
M3MeHEHHUs ero CUrHaJIbHbIX XapakTepuCTHK (puc. 1, a).
B nosioxkenuu haiekcHy NPOMCXOUIIO CMellleHHe 3aHel
CTEHKH JIypasibHOTO MeEIlIKa KMEpPead C YIJIOIEeHHEM
cruHHOrO Mosra (puc. 1, 6). B pacivpeHHoM 3aiHeM
3MHLYPAJbHOM TPOCTPAHCTBE BU3YasIM3HPOBAIUChH pac-
LIMPEHHble BEHO3HbIE COCYIbl, He OIpeaessBLIHecs
B HEUTpasbHOMN ro3uliui (puc. 1, 8).

[To coBOKymHOCTH KJIMHMUECKMX, HeHHU3HOIOTHYEe-
CKMX W HeHPOBH3ya/M3allMOHHBIX NAHHBIX MALHUEHTY
ycraHoBJjieH quario3 MMA.

Knununueckuii cayuaii Ne 2. Ilaument B., 19 ner,
B Bo3pacte 17 siet (2012 r.) crana 6ecriokouTs nporpec-
cHpyoliasl cnadbocTb B MPaBoil KUCTH, UHOMA OllLyllle-
HUSl «cria3MoB» B Hell. OGpaTtuJicst K Bpauy, 3 HEBPOJIO-
THYECKOro 00CJeN0BaHUST H3BECTHO O JUCTaJbHOM
nape3e B NPaBOH KUCTH ¢ HU3KUMHU pedieKcamu, MoBbl-
ILIEHHBIX MMOCTaTHUECKHX pedieKcax B HOrax W COMHHM-
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TeJIbHbl 9KCTEH30PHBIX CTOMHBIX 3HaKax. B TeueHue
Mecsilia MPUCOEIMHUINCD THIOTPOMHUH MBIIIILL [PABbIX
KUCTH U NPE/ITJieubsi. DJIeKTpoHepoMuorpadusi 1 coma-
TOCEHCOPHBIE BbI3BAHHbIE MOTEHLHANbI BbISIBUJIH MPH-
3HAKM MOpaxKeHUst LeHHOro oT/e1a CNMHHOroO Mo3ra. Ha
npescraBaennblx MPT 1eiiHoro otiena no3BoHoUHHKA
ot 2012 roaa oTMeuaJsicst MHTpaMeLyJ JIsipHbIF odar naro-
Jorudecku uameHenHoro MP-curnana Ha ypoBHe
no3BoHKOB C5—Ceg, C HEUETKUMH KOHTypaMmH, HeGOJIb-
UM Macc-3QQeKToM, KOTOPbIH MaplyalbHO HAKATJIH-
BaJl KOHTPACTHOE BelllecTBO (puc. 2, a, O).

[1pu nanbueitiem MPT-nabumoneHun uHTpamenyJ-
JIIPHBIF 0Yar MOCTENeHHO YMEHbIIWJICS B pasdMmepax
C OJIHOBPEMEHHOM peyKIUeld KOHTPACTHOTO YCHJICHHUSI.
[To pesyabratam JaGopaTOPHLIX aHaJHU30B KPOBH
U JIMKBOPA JIAHHBIX, CBUJIETEJLCTBYIOLIMX 00 HHDEK-
LIMOHHBIX U CHCTEMHBIX 3a00JIeBaHUSIX, HE MOJydeHO.
C 2013 ropa y nauueHnra Habsojanach crabuamu3aius
KJIMHHYECKHUX CHMIITOMOB, oaHako Jetom 2014 roxa
HapocJ/a cj1aboCTh B PaBo# pyke, MosiBUIAaCh cJ1ab0CTh
geBoii kuctd. Ha npencraBienubix MPT wefinoro
oTaeNa Mo3BoHOYHUKA OT aekadps 2014 roma onpene-
JISieTCsl MPOJIOJIbHO-pACpoOCTPpaHEHHOe MOopaXKeHHe
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Puc. 1. MPT weiinoro otzesa 1o3soHoyHuka naumenra J1.:

a — carurtaybioe T2-BU B He#iTpaibHON MO3UIINH,
MCTOHUEHHE CITMHHOro Mo3ra Ha ypoBHe Cs—¢;

6 — carurtaibhoe T2-BU B nosioxkenun iiekcnu, cMelieHne
BIEpe/L 10PCaIbHON CTEHKH IypajibHOro MeLIKa,

8 — akcuasbHoe T2-BU B nosioxkennu ciiekcun, paciipennast
BEeHa B JI0PCAJbHOM 3MHIYPaJbHOM MPOCTPAHCTBE.

crniMHHOro Mosra Ha yposHe Cg—C7 ¢ ero BblpazkeHHOH
aTpouell U TOYEUHbIM HAKOTJIEHHEM KOHTPACTHOTO
BellecTsa (puc. 3, a, 0).

Ha MPT wieitHoro 1 rpyiHOro oT/1e/710B TO3BOHOUHHKA
B HeHTpasbHON TO03ulKH, BbinosHeHHOH B 2015 romy
B UMY PAH, B cTpyKType CIIHHHOTO MO3ra COXpaHsiioch
MPOJIOJIHO PACMPOCTPAHEHHOE OYaroBoe MOpakeHHe,
KOTOpOE pacroJiarasoch NPeUMyLIeCTBEHHO B LIEHTPalb-
HBIX OT/e]1aX CIMHHOTO MO3ra, COMpPOBAXKAANOCh €ro
HepaBHOMEPHOH aTpoHeil U He HAKATIMBAJIO KOHTPACT-
HOe BelllecTBO (puc. 4, a, 6). [pynHoit oties cnuHHOTO
Mo3ra TpeICTaBJIsicad MHTAaKTHBIM (puc. 4, 8). Kpome
Toro, obpatia/y Ha cebsi BHUMaHHe 3HAYUTE/IbHOE pac-
LIMPEeHHe 3aHEro SMHUAYPaNbHOrO MPOCTPAHCTBA B TPY/L-
HOM OTJesie MO3BOHOYHMKA W HEMJIOTHOE MpHUJieraHue
JIOPCAJIbHON CTEHKH JypajibHOTO MellKa K JyXKKam
MO3BOHKOB B LLIEHHOM OTjieJle O3BOHOYHOTO €To/10a.

[Ipp MPT wefiHoro oTaena MO3BOHOYHHMKA
ot 2015 ronia Ha hoHe crubaTesbHON NPOOBI OTUETIUBO
onpesesisiiach MepeiHsis AUCJAOKalMs 3aJHel CTeHKH
JlypasibHOTO MelllKa B 1IeHHOM OT/ele MO3BOHOYHHMKA
¢ KoMmrnpeccueill cnuHHoro mosra Ha ypoHe C5—C7
(puc. 4, 9).
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Puc. 2. MPT wiefiHoro otiesa no3BoHouHKKa naunenta B. (2012 r.): a — carurranbioe T2-BU 1weitHoro otiesa CiMHHOTO Moara,

BepETEHOBUIHbI ouar natoJorniecky nopeiienHoro MP-curnana na yposae Cs5—Cg ¢ HeGo/bIINM YBenueHneM 06beMa CIHHHOTO

Mo3ra Ha BblcoTe ouara; 6 — carutranbioe T1-BH weiinoro otnena cnunHoro moara rnocjie BHyTPUBEHHOTO BBELEHHS] KOHTPACTHOTO
BellleCcTBa, HeOOJbLION O4ar MOCTKOHTPACTHOTO yCHeHHs Ha ypoBHe aucka Cs—g.

b =

Puc. 3. MPT wiefiHoro otiesa no3soHouHKKa naunenta B. (2014 r.): a — carurranbioe T2-BU 1weitHoro otiesa CiMHHOTO Mo3ra,
BEPETEHOBH/IHBII Ouar natoJiorndecku nopbiieHHoro MP-curnana Ha yposie Cs—C7 ¢ MCTOHUEHHEM CITHHHOTO MO3ra 10 THITY
«IeCOUHBIX YacoB»; O — carurtasibHoe T1-BU weitHoro otiena CiiHHOTO MO3ra rnocJie BHyTPUBEHHOTO BBEJIEHHS KOHTPACTHOTO
BelllecTBa, HeOOJIbLIOK OUar MOCTKOHTPACTHOTO yCHJIeHHs Ha ypoBHe aucka Cs—g.

[To COBOKYMHOCTH KJHHUKO-aHEMHECTHUECKHUX JIaH- PesyabraTbl U ux o6cyxaeHue. BriepBble KanHHue-
HbIX U pesynbratoB MPT naupenty Obln ycTaHoBJeH —ckasi kaptiHa MMA Gblia onucaHa sIMOHCKAM Hccle-
nnarnos MMA. noBarenem XwupasiMma v coaBT. B 1959 rouny [10].
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Puc. 4. MPT 1iefiHoro W rpyjiHoro oT/ie/1oB no3BoHouHnKa naiuenta B. (2015 r.). a — carutranbHoe T2-BU ¢ nopaesenue curnana
OT ’KUPOBO¥ TKaHH 1LIEHHOTO OT/Ie/1a MO3BOHOUHHMKA B HEHTPasIbHOH MO3ULKH, ouar nosbitienHoro MP-curnana na yposie Cs—Cz,
C COMyTCTByOIEeH aTpodueit crimHHoro Moara; 6 — akcuasbHoe T2-BU uepes ouar Ha yposre Cg, namenenne MP-curnana
OT LI€HTPAJIbHBIX OT/IEJIOB CITMHHOIO MO3ra B BHJIE «IJIa3 COBbI», OTCI0EHHE 3ajiHel CTEHKH AypasibHOTO MellKa OT HaJKOCTHHIIbI; 8 —
caruttasnbHoe T2-BH ¢ nogaBienyeM ciruafia ot XKHPOBOH TKaHH IPYJIHOTO OT/es1a MO3BOHOYHHKA, CITMHHON MO3T He H3MEHEH,
3ajiHee MUY pajbHOE MPOCTPAHCTBO paclHpeHo BIJIOTH 10 ypoBHst Thig; e — carutranbhoe T1-BU ¢ nonaBienuem curnana
OT ?KUPOBOH TKaHH TPYIHOrO OT/Ie/a TI03BOHOUYHHKA MOC/Ie BHYTPHBEHHOTO BBEIEHHST KOHTPACTHOTO BelIeCTBa, OTMEUEHO
HHTeHCHBHOe ycusieHrne MP-curnana ot paciMpeHHbIX BeH B 3aJlHEM MUy paJbHOM NMpocTpaHcTBe; d — carutrasnbHoe T2-BU
B MOJIO?KEHUH (hJIEKCHH, CMellleHHe BIiepe] 1I0pCalbHOM CTEHKH IypaibHOro MellIKa.

OTHOJIOTHST 9TOTO COCTOSIHUS 10JIF0€ BpeMsl 0cTaBaJlach
HeW3BeCTHOH, M Jiilb crycrsi 20 JieT 3Ta ke rpynmna
uccsieloBaresiell BbINOJNHNIA ayTONCHUECKOe HCCIIe0-
BaHHe NalMeHTa ¢ KJIMHUUecKoi KaptuHoit MMA, npu
KOTOPOM ObLJIO HAHIEHO MOpaXKeHHe MEPEeAHUX POroB
CIMIMHHOTO MO3ra Ha HHXKHE-1IeHHOM W BepPXHErpyaHOM
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ypoeHe [11]. TlpensiokeHO HECKOJBKO BO3MOMKHBIX
MEXaHHU3MOB BO3HHKHOBEHHsI TOpPaXKeHHs CITHHHOTO
moara. CoriacHo HanGoJiee pacnpoCTpaHEeHHOH THITO-
Te3e KJIUHUYeCcKass KapThHa OoJsieaHn XupasiMa
00yCJIOBJIEHA JIOKAJIbHBIM HILIEMHYECKUM TOPaXKeHUM
MepeHUX POroB CrMHHOrO Mo3ra. OnucaHHasi MUeJO-
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naTHsl BO3HUKAET BCJICJCTBHE MEPEIHEro CMelleHHs
3aJiHEH CTEHKH JypaJsibHOro Melllka MpH crudaTesbHbIX
JIBMJKEHUAX 1LIE€H, YTO TMPHUBOJUT K TMOBTOpsiollerics
KOMIpeCCHH cruHHOro Mogra [6, 12]. [Tpuunnoii storo
(heHOMeEHa SIBJISIETCS AMCITPOINOPLLIUS B JIJIHHE MTO3BOHOY -
HOTO KaHaJsla W ero COePKUMOro, JIypajibHOTO MellKa
M CruHHOro Mogzra. JlypasbHblll MelloK HMeeT JBa
YPOBHSI »KECTKOH (hUKCALMK K HaJKOCTHHILIE: TePBbIH
B 00J1aCTH OO0JIBLLIOTO 3aThIJIOYHOIO OTBEPCTHS U BepX-
HMX LUEHHBIX [T03BOHKOB, BTOPOH — B 00JIaCTH KpecT-
ua. OcrasnbHasi yacTb JAypajibHOTO MeLlKa OKpYy2KeHa
SMUIYpaJbHbIM  XKHPOM, BEHO3HBIM  CIJICTEHHEM
M HEXKECTKOH COeIMHHMTEJNbHOH TKaHbIO, KOTOpbIE
1 00eCleunBaloT ero J0CTaTOYHO CBOOOJHOE Kperie-
HMe K CTeHKaM IM03BOHOYHOrO KaHaJja. B Hopme
JypaJibHbIl MeIIOK HaxoAuTcss B paccaabieHHOM
COCTOSIHUM W MPH YVIMHEHHH TT03BOHOYHOTO KaHaJja BO
BpeMsl CTUOAHMS 1lIeH ero CTEeHKH, HaTAruBasich, obec-
MeyuBaloT JOCTATOUHBIH JIIOPT /ST KOMIeHCcalluu
BOHHKIIIEH pa3HULbl IIHHbL. OJIHAKO NP U3HAYAJIBHOM
HECOOTBETCTBHH  pasMepoB JlypasibHOTO — MellKa
M TO3BOHOUHOIO KaHa/ja BO3HMKAET <HATAHYTOE»
COCTOSIHUE AypPaJIbHOrO MELIKA B HEUTPaJIbHOK IMO3H-
LIMH, KOTOPOE y2Ke He MO3BOJISIET KOMIIEHCHPOBATL YBe-
JIMYeHHEe JUIMHBI TTO3BOHOUHOTO KaHaJ/a BO BPEMs CTH-
Oanusi. DTO NPUBOJUT K OTCOEIMHEHHIO HETIOTHO MPH-
KperJieHHOW TBepAOH MO3roBOH 000JIOUKH OT 3aiHel
CTEHKH TO3BOHOYHOTO KaHaJjla U €e CMELIeHHIO Brepes
BMECTE€ C SMUIYPAJbHOH KHUPOBOH KJETYATKOH.
BosHuKaioliass B pesysbraTe 3TOr0 IMOBTOPSIOIIASCS
KOMIIPECCHSI CITMHHOTO MO3ra BbI3bIBA€T XPOHHYEKYIO
viemMuto B 6accefiHe mepeHeil CUHaMbHOW apTepuH,
MpH 3TOM CTpajaeT B OCHOBHOM Cepoe BELIECTBO
NepeIHUX POroB CMUHHOTO Mo3ra. CuuTaeTcsi, uto 3TO
HEeCOOTBETCTBHE Uallle BO3HUKAET Y JIMIL C H3HAYAJbHO
MeJJICHHBIM TEMIIOM pOCTa, KOTOpble 3a KOPOTKOE
BpeMsl COBEPLIAIOT POCTOBOK CKAYOK.

CrieyeT OTMETHTb, 4YTO OMNMCAHHAs THIOTe3a He
MOKET OODBSCHHTb TMPHUHHY MPEUMYLIECTBEHHOTO
MOpaXKEeHHUs1 JIMLLb OJHOH U3 KOHEYHOCTEH y OOJIbLIMH-
crBa nauuenTtoB [13]. K. Shinomiya u coast. B 1996
rojly BBIIBUHYJH TEOPHIO O TOM, YTO aCHMMETPUYHOE
BO3JICHCTBUE HA CMIUHHON MO3T CBSI3aHO C MPeMOpOH/IL-
HBIM COCTOSTHHEM 3aJIHMX 3TMHIYpasbHbIX CBA30K, KOTO-
pble, B uMcse MPOUYUX PakTOpoB, 06eCreuuBaloT Kper-
JIEHHE JlypaJibHOrO MelLKa K I0pcalibHO CTEHKe M03BO-
HOUYHOTO KaHasa [ 14].

KomrnpeccronHo-uuiemMuyeckas Teopust MPOUCXOXK-
Jenust 6oae3Hu Xupasima siJsieTcsi Haubodsiee MomyJsip-
HOH, TeM He MeHee 0630p 01yOJMKOBAHHbIX HCCIIEL0BA-
HUA  BBIABJSIET  MPOTHBOPEUMBLIE  PE3YJILTATHI.
R. Schréder v coat. B 1999 rony nccnenoBanu rpynmy
13 9 MalueHTOB C KJIWHUUECKOH KapTHHOH 60Jie3HH
Xupasima, y KOTOPbIX TaKxKe MPUCYTCTBOBAJIO 04aroBoe
ropakeHhe CIUHHOTO Mo3ra B HIefHOM oTaene [15].
Y Bcex MauMeHToB ObLIO OTMEYEHO yMeHbIIEHHE Ji1a-
MeTpa M03BOHOYHOTO KaHaJla MpH CruOaHuu 1lIeH, KOTo-
poe He MPUBOJMJIO K C/IaBJCHHIO CIIHHHOTO MO3ra M He

OTJIMYAJIOCH 0 CTEMeHH OT IPYMIbl 310POBbIX 106PO-
BoJiblleB. CX0xkue peaysibrathl noydnsd u J. Willeit
u coanT. B 2001 roay [16]. B 06eux craTbsix BbICKa3bl-
BaeTCsl MPEANoJNoKeHHe O MepBHYHO-HeHpojereHepa-
THBHOH npupoae 6oJie3nn Xupasima. B nccsenoBanuu
310pOBBIX J10OPOBOJIbIEB MOAPOCTKOBOIO BO3pacTa
V. Lai u coast. B 2010 rony 6bL10 nokasano, 4to y 46 %
M3 HMX OTMeYasloch repejHee CMelleHue 10pcajbHOM
CTEHKH JypasibHOTO MelIKa, KOTOPOe He MPHUBOIMJIO
K KOMITpeCCHH crnuHHoro mosra [17].

[Ipu snexkTpoHU3HONOTHIECKUX —HCCJEN0BAHUSIX
(comaToceHCOpHbIe BbI3BAHHbIE MOTEHIIMAJbI) MAlHEH-
TOB ¢ GoJie3Hblo Xupasiva A. Nalini u coaBt. oGHapy»KH-
JIM OTCYTCTBHE WJIH cHiKeHre N13 noreHuunassa B npo-
MEXYTOUHOM TOJIOYKEHHH 1lleM C YCHJIEeHHeM JaHHbIX
HapylueHu# Bo Bpemsl ee crubanus [ 18]. Mutepecen tor
thakr, 4yto omnucaHHble HapyuieHuss N13 norenumana
y HEKOTOpPbIX MaLMEHTOB ONPele/IsIMCh KaK Ha nopa-
JKEHHOH, TaK M Ha HeropaKeHHOH cropoHe. CxXosiHble
nanuble ony6sukoBansl M D. Restuccia n coast., uto
MOZKET CBHJIETEJILCTBOBATh O BeAylleH posit crubaHusi
lied B MOpPaK€HUH CIHHHOTO Mo3ra npu 0oJie3HH
Xupasima [19]. B To ke Bpemst A. Ammendola u coaBrt.
He HallIM 3HAYMMbIX Pa3JIMUUi MPH HeHpOodU3HOIOTH-
UeckoM 00CJIeIOBAHUM TpPeX MalHeHTOB ¢ 00J1e3HbIO
Xupasiva 1 rpynbl 310poBbIX 100poBodiblieB [20].

BoiBonbl. HecmoTpst Ha Hanuune HECKOJIBKHX TEOPHid
0 MpUpoJie U natoreHese 6ose3HU Xupasima, 6OJbLINH-
CTBO MPOBEJIEHHbIX HA CETOJHSALIHUI JIeHb HelpoBU3ya-
JIM3ALMOHHBIX U HEHPOMU3NOJOTHUEKCHX HCC/IEI0BAHNH
CBMJIETE/IbCTBYIOT B MOJIb3Y KOMIPECCHOHHO-HIIEMHYe-
CKOT0 MeXaHH3Ma MOpaKeHHsl CIIMHHOTO MO3Tra NP CTH-
6aHuu wen. [pynnel aBTOPoB, He HALLEALIMX THIHYHBIX
npusHakoB OoJsieand XupasiMa, MPEeUMyLLIeCTBEHHO
o0c/1e10BaH MALHEHTOB C WIHTENbHbIM TedeHHeM 3a60-
JieBanusl B (haze cTabUIM3alMH1 KIMHHYECKUX CHMITTOMOB
[21]. Xupasiva u coaBT. co00LIAIOT O JIOCTOBEPHO OoJiee
penKoM Hastuuu TunuuHoro cMeliielnst TMO y nanuen-
TOB C JUIUTEJILHOCTBIO 3aboJieBanus 6osiee 10 Jier [13].
A yuuTbIBasi MHOYKECTBEHHBIE TAHHbBIE O MOJIOKUTETEHOM
TepareBTHUeCKOM (heKTe OrpaHuueHHst CrudaTe/bHbIX
JIBU’KEHHH 1€ MPH HCMOJb30BAHHH OPTOMENIHUECKOT0
BOPOTHHMKA Y MalHeHTOB ¢ 6oJie3Hblo XupasiMa, KOM-
NPECCHOHHO-HLLIEeMHYecKasi THIIoTe3a rnatoreHesa 6oJ1e3-
HH Mpe/ICTaBsieTcs Huboee BeposiTHON [22—24 .

Bwmecre ¢ Tem, Hanuune denomena cmenienne TMO
Y 3I0POBbIX J100POBOJIbLIEB 3aCTABJSIET TPEANONOKHTD
MHOTO(baKTOPHBIH MaToreHe3 pasBUTHsl 3a00JeBaHMSI.
B wacthoctu, E. Ciceri ¥ coaBT. BbIABHHYJH BEPCHIO
0 POJIM paclIMPeHHst 3aAHEr0 MUY PaJbHOrO BEHO3HOTO
crjieTeHust B QOPMUPOBAHNM HILIEMUUECKUX H3MEHEHHUH
CMHUHHOTO MO3ra Yy MalMeHTOB ¢ GoJsie3Hblo Xupasima
[25]. E. I MeHnpieeBuY W COaBT. OMuca TPU CJydast
6oJ1e3H1 XUpasiMa, KOTOPble COUETANUCH C PA3JIUUHBIMU
BapMaHTAMH HapylIEHUSMH KpaHUOBepTeOpasbHbIX
COOTHOLLIEHHH. ABTOPBI NPEIOJIOKHUIM, YTO TTATOJNOTHUs]
3a/IHEH YEPeNHON sAIMbl MOXKET CJIY2KUTb OJIHUM U3 NPeJL-
pacnoJioratoiux akropos pasputuss MMA [3].
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B Hammx kaMHUYecKuX HaOJIoNeHHsX 3aboJieBaHue
y naugeHTa J[. uMesio yIMTesIbHOCTb 6 MeCsILieB U HOCHJIO
NpOrpeccupylollinil xapakrep, a y nauuenra B. cumnto-
MBI BBISIBJISIIUCH YaKe Ha npotsikenud 4 jet. [Ipy MPT
y nauuenrta J1. ¢ HeOOJbLIOH JJIUTENLHOCTbIO TeUeHHUs
3ab0J1eBaHUs1 OTMEUAJIOCh JHIIb yMepeHHOe UCTOHUEHHe
CIMTMHHOrO MO3ra B HWXKHeIIeHHOM oTaese, 6e3 u3MeHe-
HHUST €r0 CUIHAJbHBIX XapaKTepPUCTHK, a y naldeHnTa B.,
MOMHMO BBIPAXKEHHOTO HCTOHUEHHS] CTIHHHOTO MO3ra,
HaOJII0A/ICsT TaKyKe odar NaToJIorHyeckd H3MeHEeHHOro
MP-curnana, 4To CylecTBeHHO pacinpsiio auddepen-
MaJbHO MarHoctuueckuit ps. Kpome toro, y naimenTa
B. obpaiiano Ha ce6st BHUMaHHE HECOOTBETCTBHE KJIU-
HUYECKOH KapTUHbl JaHHbIM NoBTOpHbIX MPT-
UCCIeIOBAaHUI. A UMEHHO, B HEBPOJIOTMUECKOM CTaTyce
copmMUpoBasics CTYyNeHe0OPA3HO MPOTrPecCHPOBABIINH
CUHIIpOM, OoJiee XapakTepHbId AJisi 3a00JieBaHKs MOTO-
HeiipoHoB. Bmecre ¢ Tem no ganubiv MPT B nuHamuke
3a MepBble MoJTopa roga 6oJ1e3HH OUaroBoe rnopakeHue
LIEHHOro OTIea CIIMHHOIMO MO3ra B OOJIblleH CTeNeHU
COOTBETCTBOBAJIO BOCHAJIUTEIBHOMY Tpolieccy (OorpaHu-
uyeHHOMY MHesUTy ). ONUcaHHble Pa3JInius, M0-BHAUMO-

My, CBSI3aHbl C AJIMTENBHOCTBIO TeueHHs1 3a00JeBaHHUsI.
Y 0060KX NMalMeHTOB ObIIO BbISIBICHO THITHYHOE OTCJI0E-
HHe JIypaJibHOTO MeLIKa OT 3a/iHel CTeHKH MT03BOHOUYHOTO
KaHa/ja Ha akcHaJbHbIX Cpe3ax M ee CMellleHHe Brepes
npu crudatesbHON npoode. HIHTepecHbIM MpecTaB/IeTcs
TOT (pakT, 4To y mnauueHta B. orcioeHue aypasibHOTO
MellKa B HeHTpasibHOH TMO3WLIMKM MPHUCYTCTBOBAJIO He
TOJIBKO B ILIEFIHOM, HO W B IPYZIHOM OT/IeJ1€ MO3BOHOYHHKA
1 ObIJI0 HACTOJILKO BbIPAXKEHO, YTO OTUETIIMBO OIpe/Ieis-
JIOCb W HAa aKCHaJIbHbIX CEPHSIX H300paXkKeHWH, W Ha
CaruTTaJbHbIX.

Taxkum o6pazom, MPT saBssieTcst oHUM U3 OCHOBHBIX
METOJIOB IMarHOCTUKH GoJie3HH XupasiMa. ¥ nalieHToB
C OJIHO- WJIM JIByCTOPOHHHUM MOPAxKEHUEM MBbILLLL BepX-
Heil KOHEYHOCTH € XapaKTepuCTHKaMH nepudepuyecko-
ro napesa HeoOXOAMMO BKJIIOUATh B IJaH o0cjae10Ba-
Husg MPT ¢ dyHkunonanbHo# crubarenbHO Mpo6on
1 KOHTpacTHbIM ycuaeHueM. TiiaresnbHoe cornocTapie-
HUe KJIMHUYECKON KapTUHbI U XapakTepHoid MPT-cemu-
0JIOTHU KaK B HEHTPaJbHOM MOJIOXKEHHH 1LIEH, TaK U TTPH
Crub6aHUM MO3BOJIMT CBOEBPEMEHHO YCTAaHOBHTbL Mpa-
BUJIbHBIA IMarHos.
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p H I ll pS Hacrosiuiee u Oynyiiee MHHOBaLMiK B 3[ipaBOOXpaHEHUHU
Ha 106uneiiHomM KoHrpecce «Panuonorus 2016»

Ha ro6uneiitnom X Bceepoccuiickom HaiumoHanbHOM KOHrpecce JydeBbIX JMArHOCTOB W TepaneBTOB
«Pannonorus 2016», kotopbiit npoiesn ¢ 24 no 26 masi B MeXKJIlyHapOJHOM BbICTaBOUHOM LieHTpe «Kpokyc
Akeno», komnanus Philips, MUpoBoit iuziep B 31paBoOXpaHeHHH, NPOJEMOHCTPUPOBAJIA TMOC/IEIHHE JIOCTHIKE -
Hust B o6s1acti MPT, Y3U, KT, [13T/KT, UT B 37PaBOOXPAHEHUH, MHTEPBEHIIMOHHOK PAIMOJIOTHH U IIU(DPOBOI
peHTreHorpaduu. KoMnanus takxke BBICTYIHJIA OJHUM H3 OPraHM3aTOPOB OOLIMPHON 06pa3OBATEIbHOM MPO-
rpaMMbl B paMKax KOHTpecca, MPUIIACHB K YUACTHIO BEIYIIMX OTEUECTBEHHBIX U 3apyOeXKHbIX CMElHaIHCTOB.

Kowmnanus Philips npencraBuia MHHOBAIMOHHbBIE PEIIEHHS JJIs JIyY€BOH IMarHOCTUKU U T€PATUH, KOTOPbIe
o0ecreynBaloT BbICOUANIINI YPOBEHb KJIMHUUECKOH SPPEKTUBHOCTH, peHTAGENIbHOCTH U OPUEHTHPOBAHHOCTH
Ha MalUeHTOB. YJbTpasBykoBas cucreMa EPIQ 7 sHameHyeT nMpUHIMITHAIBLHO HOBbIH MOAXO0/ K Y3 IMAarHOCTH -
Ke B pexkuMe peasibHoro BpeMmeHu. Cucrema uudposoit mammorpaduu Philips MicroDose SI o6ecnieunBaer
MPEBOCXOJHOE KaYeCTBO U300PaKEHHH, HU3KYIO JIYYEBYIO HAarpy3Ky Ha OpraHu3M MalMeHTOK U BLICOKYIO MPO-
NycKHyio crnoco6Hoctb. MuHoBauuu B MT Obuin mpencraBieHbl HoBeHieH HHPOPMALMOHHOH CHCTEMOMN
IntelliSpace Portal, ¢ momo1iibto KOTOpo# 0CYIIECTBISAETCS HE TOJBKO SKCIEPTHBIH aHAJIH3 KIMHUIECKHX JIaH -
HbIX, HO U OOMEeH pe3yJibTaTaMd MeXKJy CIelHaJuCTaMi PasiuuHoOro npoduis Kak BHYTPH MEIMLMHCKOTO
YUPEKICHHUS, TaK U 32 €r0 MpejieaMHu.

«3ajiaua TOBbIIIEHHs] KaueCcTBA M JOCTYIMHOCTH OKA3aHHS MEIUIIMHCKON MOMOIIM OCTAETCH BaKHEHIIUM
rOCy/IapCTBEHHBIM TPUOPUTETOM. B CBeTe MOCTOSHHOTO Pa3BUTHS TEXHOJIOTHH CHCTEMa 3JpaBOOXPaHEHHUS
MOJTy4aeT HOBBIH UMITYJIbC, H €€ COCTOSTHUE OTPEIETIIETCS B TOM UHCJIE YDOBHEM OCBEIOMJIEHHOCTH MEIUIIHH -
CKOro cooO6lIecTBa O HOBEHIIMX paspaboTkax,— oTmeuaer EseHa Jluzenmopd, MeIUIMHCKHAN JUPEKTOP
Philips.— Konrpecc «Pannosiorusi» — 3To yHUKaJbHAs MJIOLIAJKA, [JI€ CHEHaTUCThl MOTYT 0OMEHUBATHCS
OTBITOM, a MPOU3BOAUTEIH MEAUIIMHCKOTO 060pyI0BaHUS — 0603HAUMTL CBOW MOJXOJ K PEILIECHUI0 aKTyaJlb-
HBIX TPOGJIEM 3IPABOOXPAHEHUS .

66



