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accestHHBII cKiepo3 (PC) — MynsTudakropuaibHoe,
XPOHMYECKOE TIPOrpeCCUpyIoLLee 3a00JIeBaHKUE HEPB-
HOI CUCTEMBI C BbIDAXEHHOW KJIMHUYECKON Bapua-
0eBHOCTBIO 1 HETIPEICKAa3yeMOCTBIO TTPOTHO3a B Psi-
ne ciaydaeB. Hanbosee yacTbiMu ero opMaMu sIBJIsI-
I0TCSl PEMUTTUPYIOIIMI U BTOpUYHO-Tporpeccupyromuii PC.
Pexxe peructpupyercst mepuaHo-nporpeccupytommii PC. IMo-
MUMO BBILIETIEPEYMCICHHBIX BAPUAHTOB PEIKO BCTPEYAIOTCS
aTUMHUYHbIE HOPMBI, K KOTOPBIM, B YACTHOCTH, OTHOCUTCSI TIep-
BUYHO-3J10Ka4ecTBeHHBI! Tl MapOypra [1]. B cBsa3u ¢ Hanu-
YUEeM B JIMTEPATYPE JIUILb EAMHUYHBIX KIMHUYECKUX HAOIOIe-
HUIA, TIPE/ICTABISIIOCH LieJecO00pa3HbIM onucaTh Mopdosoru-
4yecky MOATBepxKIeHHBIN ciyvaii PC, Bapuant MapOypra.

Bombras I1., 1982 roma poxxaeHus, MOCTYIMIA B HepomH(eK-
LMoHHoe oTaeieHue HayuHoro neHrpa HeBpoioruu PAMH 26
MapTta 2007 . ¢ )xano0aMu Ha ¢1a00CTh B pyKax U Horax, 00Jib-
1I¢ B JICBBIX, IATKOCTh TIPH XOIb0E, TOJOBOKPYXCHIE C TOII-
HOTOM ¥ pBOTOM ITPU TIEPEMEHE TOJOXEHHUSI TEIA, TOHUIECKUE
CYZOPOTH B TIPaBOif HOTE, JIEBOI PyKe C TIOBOPOTOM T'OJIOBBI K
MpaBOMY IIIeYY, CHIDKCHME 3peHUS Ha 00a Ia3a, BRITaIcHIE
ToJieil 3peHusl, HapyLIeH!e PeYM, CHUXEHUE MaMSITH.

AnamHes3 3aboseBanus. B uione-uione 2006 r. B TeyeHue 1,5
Mecslia OTMevasia MoBbIlIeHUe TemrnepaTypbl Tena ao 37,4 °C.
22 okts16pst 2006 T. MOSIBUIIOCH 3aTPYIHEHNE PEUU, TTPOSIBIISIIO-
1eecs MepecTaHOBKOM CJIOTOB B CJIOXHBIX cioBax. [Ipy MPT
rojioBHoro moara (o1 03.11.06 1) (puc. 1 a, 0) B JIeBOM mosyla-
puu B ITyOOKMX OTAEIaX OEI0ro BEIeCcTBA M CYOKOPTUKATBHO
0e3 paclpoCTpaHEeHHUsI Ha KOPY B BUCOYHO-TEMEHHOM 001acTu
OIpenensycs oyar HempaBWIbHOM GopMbl u3MeHeHHOro MP-
CWTHa/Ia C JOCTaTOYHO YCTKMMH KOHTYpaMu 0e3 IPH3HAKOB
00bEMHOTO BO3[ACHCTBUS; B LIEHTPE BBILICONMCAHHON 30HBI
BbISIBJICHA BeHO3HAs aHrKoMa. [locne BBeieHYSI KOHTPACTHOTO
BemecTBa ([amoBucT 7,5 MJT) TTOJMy4eHO HEOMHOPOTHOE MHTECH-
CUBHOE ero HakorjeHue. MP-kapTuHa Oblia pacligHeHa Kak
HapyIIeHne MO3TOBOTO KPOBOOOPAIIEHHUS 110 MIIEMUYECKOMY
TUIy B OacceiiHe TepMUHAIBHBIX BETBEW CpelHEil MO3TOBOK
apTepuM cieBa B Mo3gHeil mogocTpoit craguu. 04 HosOps
2006 . ¢ )amobaM¥ Ha 3aTpYIHEHHUE PEUH, HapyIIeHNE TTHChMa
1 cUeTa, YMEPECHHYIO TOJIOBHYIO OOJIb IABSIIEr0 XapaKTepa I1o-
CTYNMJIA B HEBPOJOTMYECKHii cTalioHap. B HeBponornyeckom

cTaTyce OTMEUCHH Mapadasuu, Tucrpadust, TUCKAIbKY/INS, a
TaKKe aHu3opedIeKkcyst 1 maToJornyeckue pedaekchl crpana.
14 Hos10ps1 2006 T. BBISIBICHO BbIMAACHKE MOJIEH 3peHMsT Ha 00a
IJ1a3a Mo TUIY TOMOHMMHOM IIPaBOCTOPOHHEN reMHaHOIICHH.
bbu1 mocraBieH AMarHo3: BEHO3HAs aHTMOMa JIEBOM TEMEHHO
JIOJIA TOJIOBHOTO Mo3ra (00JacTh 30Hbl BepHuke); uiemMuyec-
KWl MHCYJIBT B JIEBOM TeMEHHOM noJie B 0acceiiHe MeJKUX BeT-
Bell cpenHeli Mo3roBoii aptepuu cieBa. Ha ¢one cocymucro-
MeTaboIMYecKoi Tepanmuy oTMevanach OTpUlaTeIbHasl AUHA-
MUKa HEBPOJIOTMIECKOI CUMIITOMATHKHY B BHIE TOIOBHOM 00-
JIM, YXYAIUEHWS 3pEHUs], peun (LMCIEKCHS), MOSBICHHUS TOLL-
HOTHI. 28 nexabpst 2006 1. cTana 1MoaBoJaKMBaTh MPaByIO HOTY,
MOSIBUTACH IATKOCTh TPy Xoab0e. 29 nekabpst 2006 1. mo CMII
rocriutamu3upoBaHa B Kb um. C.I1. borkuHa. B HeBponoru-
YeCKOM CTaTyce JOTMOJHUTENbHO ObUTH BbISIBJIEHBI TUTIOCTE3NUS
C TUTIepIIATUEH, TaJaMIIeCKIe OO B TIPaBOii TIOJIOBIHE TeJa.
IMpu xoutpoawbHoit KT romosHoro mosra ot 04.01.07 r.
(puc. 1 B) oTMeUeHa OTpulIaTeIbHAasl AMHAMUKA B BUJIE TOSIBIIE-
HUS HOBBIX 0YaroB B 000MX Toylapusix mosra. 3a 11 nHeit
CTAIIMOHAPHOTO JICUeHHST COCTOSTHHE OOJIbHOM YXYAIIUIOCh. B
HEBPOJOTUYECKOM CTaTyce OTMEYATUCh BhIPAXEHHAs, IPEUMY-
IIECTBEHHO MHECTUUECKas, adas3nsl, HeJOBeIeHME TIa3HbIX S0-
JIOK IO HApYKHBIX CITaek, JIETKUH Mape3 JUILIEBOTO HepBa CIipa-
Ba, MPaBOCTOPOHHUI reMunapes a0 3 0aa0B B TUCTATbHBIX
OTZeNax MpaBoif HOTH, JIETKast TPaBOCTOPOHHSS TUTIOCTE3HUS,
HapYIIEHUE CYCTABHO-MBIIICYHOTO YYBCTBA B IMajbliaX IMpa-
Boil crombl. [t 1oo0cAen0BaHUS U XUPYPrUYECKOro Jeue-
Hus 09 auBaps 2007 r. nepeBeneHa B 3-ii LleHTpaabHbIi BO-
€HHBI KIMHUYECKUH rocnutaib UM. A.A. BulHEBCKOTO C
JMarHo30oM: 00beMHOe 00pa3oBaHMe (IJIMATbHOIO XapakTe-
pa) JeBoil TeMEHHO-3aTBUIOYHON 00J1aCTH, MO30JIUCTOTO Te-
Jia, TIpaBO¥ 3aTHUIOYHOM JOJM TOJOBHOTO MO3Ta ¢ OTE€YHO-
JMCIOKAMOHHBIM CUHIPOMOM, TIPAaBOCTOPOHHEN MUpaMU/I-
HOI HETOCTaTOYHOCTHIO, MPAaBOCTOPOHHEH TeMUTUIIOCTE3H-
¢il; BeHO3Has aHTHMOMa JIEBOM TEMEHHOM N0JU TOJIOBHOTO
Mosra. [lpoBoauiach geruapanMoHHasi, MPOTUBOCYIOPOXK-
Hasg U cumnTomatuyeckas Tepanus. Ha MPT ronosHoro
Mmo3ra ot 16.01.07 r. (puc. 1 1), BBIIOJHEHHBIX 10 U IIOCJIE KOH-
TPACTHOTO YCWJICHUSI, OMpenessieTcsl 3HaUnTeIbHOE YBeInye-
HUE TTaTOJIOTMYECKOI 30HBI C PACIIPOCTPAaHEHIEM Ha MO30JIIC-
TOE TEJO B JIEBOM IOJYIIAPUM TOJOBHOTO MO3ra. 22 sHBaps
2007 r. mauueHTtka nepeseaeHa B HUW Helipoxupypriuu um.
H.H. Bypnenko. 25.01.07 &. mpoBeneHa crepeotakcuyeckas ou-



Tom 1. Ne4 2007

orcusi (CTB) obbemHOro o0pa3oBaHUSI TeMEHHOI 00JacTH
cripaBa. [laTomoroaHaTOMUYECKHMI TMaTHO3: OCTPOE 0YaroBoe
JIeMUCTUHI3HUPYIOIee 3a00JIeBaHME.

[py MUKPOCKOIIMIECKOM MCCIISTOBAHIM OMOITaTa OB BBISB-
JIeH IeMUETMHU3UPYIOIIUI MPOoLIeCcC ¢ XapaKTePHBIMU IS He-
r0 TUOENbI0 OJUTOAECHAPOTIMOLUTOB, CKOTUIEHUEM Jumnoda-
TOB, IOTJIONIAIOIINX MPOMYKTHI pacmhaia MueInHa (puc. 2 a),
JUMOOLMTAPHBIMU MHOUIBTPaTAMU BOKPYT MMKPOCOCYIOB
(puc. 2 ©6) — npU3HaK UMMYHHOTO BOCTIAJIEHUsI, Makpodaramu
B CTEHKaX 00jIee KPYITHBIX cocymoB (puc. 2 B). Cpemu umoda-
TOB BBISIBJISIOCH OOJIBINOE KOJMYECTBO TUMEPTPODUPOBAHHBIX
1 BOJJOKHOOOpAa3yoLIMX acTPOLIMTOB (puUC. 2 B), BOJU3U KOTO-
PHIX OOHAPYXMBANUCh COMHUYHBIC aKCOHAIBHBIC CQEpOMIbI
(puc. 2 1), ABASIOUIMECS MPU3HAKOM TIOPaXEHUS U THUOEIN aK-

COHOB B Oyare AeMUEIMHU3AIINY, YTO XapaKTEPHO /ISl OCTPOi
dopmbl PC. Kpome Toro, 0bu1n 00HapyXeHbI MUTO3bI aCTPO-
IIUTOB, YTO OTPAXKAET UX BBICOKYIO MPONU(PEPATUBHYIO aKTHB-
HOCTb, TpoJudepanns MUKPOIIMOUUTOB (TIMATbHBIX MaKpo-
(baroB), a Takxe TMIIEPEMUS] COCYIOB U PE3KO BbIPAKEHHBII
OTEK TKAHU MO3Ta Ha IPAHUIIE C 04aroM JAeMUETNHU3AIINY, UTO
XapaKTepHO JJIsl HApYLIEHUs] IPOHULIAEMOCTH TeMaTo-3HIIe(ha-
JIMYEeCKOoro Gapbepa.

[MocneonepaliMOHHBIN MEpUOA TPOTEKan 0e3 OCIOXHEHMIA.
ITpu MPT ronosroro mosra ot 31.01.07 r. (puc. 1 1), BEIION-
HEHHBIX Yepe3 HeleII0 TT0CIIe TPOBEACHMS CTEPEOTAKCHIECKOM
Ouoncuu Mosra, 1o cpasHeHuio ¢ MPT or 16.01.07 &. — Heko-
TOPOE YMEHbIICHUE PA3MEPOB 30HbI TOBPEKACHMUS B JIEBOM I10-
JIyIIapMU FOJIOBHOTO MO3Ta.

puc.1: MPT u KT ronoHoro mosra
nauueHTku ¢ PC, Bapuant
Mapbypra (B quHaMuke
A-1)



KIMMHUYECKII PASBOP

IpoBeneHbI MMMYHOJIOTMUYECKHE UCCIEIOBAHMS Ha LINTOMETa-
JIOBUPYC, BUPYC KPACHYXH, TIPOCTOTO TepIieca, MOKa3aBIIKe OT-
PUILIATETIBHBIN Pe3Y/IbTaT; BBISIBICHO HE3HAUMMOE TOBBIIICHIE
Ig xnmacca G k Bupycy Dmiuteitna—bappa.

08 dbespans 2007 r. 0oJIbHAS MOCTYIIAET HA CTALIMOHAPHOE Jieue-
Huu B Hayunbiit nentp Hesposnorun PAMH. Ipu noctyme-
HUU B HEBPOJIOTHIECKOM CTATyce: TPAaBOCTOPOHHSS FTeMUAHOTII-
cus, TpaBas I[Ja3Has Iledb OOJblIe JIEBOM, Bsaas peaxiiys
3paykoB Ha CBET, OCJabjieHa KOHBEPIeHIIMs, PacXojsieecs
KOCOTJIa31e, TOPU3OHTANBHBIN MEIKOAMIUTUTYIHBI HICTATM,
CTJIAXXEHHOCTh TIPaBOil HOCOTYOHOI CKJIafKH; TPaBOCTOPOH-
HUI reMunapes (B AUCTaJbHOM OTaee pyku — 4 Oamna, auc-
TaJLHOM OTHeNe HOTH — 3,5—4 0aua, B IPOKCUMAITLHOM OT/Ie-
ne Horu — 3—3,5 Gajia); MbllleYHas TUTIOTOHMSI; OKUBJIEHNE
CYXOXMJIBHBIX 1 TIEPUOCTANIBHBIX PedJIeKCOB, KIOHYCHI CTOII,
0OJIBIIIe CITpaBa; MHTCHIIMS TIPU BBITOJHEHNM KOOPAMHATOP-
HBIX TIP00, OOJbILE CITpaBa, HEYCTOMYMBOCTD B Tipobe Pomoep-
ra, yJyalieHHOe HOUYHOE MOYEHCITyCKaHWe, TapeTHKO-aTaKTh-
JecKast TIOXOIKa ¢ ITOMIepKKoii, ceHcoMoTopHas adasus. Ha
MPT wieiiHOro U BEpXHETPYIHOTO OTIEIOB MO3BOHOYHUKA U
cruHHOoro mosra ot 22.02.07 . u3MeHeHUit B CTMHHOM MO3re
HE BBISBIICHO.

AT

puc. 2: Mopdonoruyeckue M3MEHeHuS TkaHy FONOBHOTO MO3Ta, XapakTepHbIe [t
04ar0BOro AEMUENMHBMPYIOLLLEro NpoLecca, 0BHapyXeHHble B OuontaTe
A - cxonnenus amnodaros; 6 — MMMQOLVTAPHIA MHOUILTRAT BOKPYT MUKPOCOCY0B,;
B — makpodary B cTeHke cocyaa (1), runepTpodpoBaHHbIe BONOKHOOOpA3yloLLye
acTpouuTbl (2); I — akcoHanbHbI chepong (1), rnepTpodrpoBaHHbIe BONIOKHOOBPA3yioLLye
acTpouyTsl (2). A, B, B, T — 0kpacka reMaTokcvniHoM 1 303uHoM. Yeenuuetue x 400.
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PaccesHHbIN Ckepo3, BapuaHt Mapbypra

Ha ¢one nmpoBeaeHHOrO JIeueHus (IyJIbc-Teparus CoMy-Meapo-
JIOM B KypcoBo#t 03¢ 6,0 I, MeTaboIMuecKue Mpernaparhl, 3aTeM
Ta0bJIeTUPOBAHHBIN MPeHU30I0H 1O SO MT uepe3 IeHb C OCIIe/y-
IOIIMM CHIDKEHHEM W OTMEHOI B TeueHUe 3 HelleIb) COCTOSIHUE
HECKOJIbKO YJTYUIITMIIOCh; HApOC/a ChJla B TIPaBbIX PyKe W HOTE,
YIYUIIMIOCh 3pEHME, CTala XOAuTh 0e3 mommepxkku. OmHaKo
CIycTs 3 OHS MOC/e OTMEHbI MPEAHM30J/0HAa OTMEUEHO YXYIIIIe-
HUE B BUJIE HAPACTaHMS IIATKOCTHU TP XOIb0e, CHIDKEHMS 3pe-
HUSI, TIOSIBIEHUS CTAabOCTU B JieBoii pyke. B TeueHue 1 Henenu
MIPUCOSIMHUIOCH TOMIOBOKPY:KEHHE, TOIIHOTA, PBOTA TIPU Tepe-
MEHe MOJOXEHUS Tefa, MePUOIMIeCKIe TOHNYECKKE CyTOpOTH B
TIPaBOii HOTE ¥ JIEBOM PyKe C TIOBOPOTOM T'OJIOBBI K ITPABOMY TLIe-
gy, repecTaga XoauTh. 26.03.07 1. mareHTKa BHOBb TOCITMTAIM-
3upoBaHa B HayuHblii ieHTp HeBponoriu PAMH.

Hesposoruueckuii cratyc: COCTOSIHUE TSKE0€; Ia3Hble HIeH,
3pauyky paBHbIE; KOHBEPreHIMs ocnadieHa; peakiys Ha CBET
BsUIasl; TOPU3OHTAIbHBIN MEIKOAMIUIMTYIHbBIM HUCTArM B Kpaii-
HUX OTBEEHUSX; CIIAXEHHOCTb MPaBOi HOCOTYOHOI CKIIaiKMU;
[JIOTaHKWE He HapYILEeHO; JeBUallMs s13blKa BIIPABO; TeTparapes,
0oJtbllle B MPOKCUMABHBIX OTAENaX PYK U HOT (B pyke — 3 6a-
Ja, B Hore 2,5 — 3 0aJuia); TMIMOTOHUSI; CyXOXWITbHbIE U MEPUOC-
TaJbHble peIeKChl OXXMBJIEHBI, CIpaBa BbIlE; OPIOIIHbIE HE
BbI3bIBAIOTCS; KIIOHYCBI CTOIT, OOJIbIIIE JIEBOK; BHIHYXIEHHOE I10-
JIOXEHME TeJIa: HA CIIMHE, TOJI0BA HAKJIIOHEHA K MIPaBOMY ILIEYY;
pBOTA NPU MEpeMeHe TTOJOXEHMS Tesla; MePUOIMIECKU TOHUYE-
CKME CYIOPOTM B IIPABOI HOTE U JIEBO PYKe C IIOBOPOTOM T'0JIO-
BbI K ITPaBOMY TLJIeuy; CEHCOMOTOpHast adasusi.

,Z[aﬂl-lble JIONOJTHUTE/IbHBIX METO/10B UCCICA0BAHUA

3a MckmoueHueM mnevyeHouHblx TpaHcdepas (AJIT 132 En/n
nipu HopMe 0—35, ACT 51 En/n nmpu Hopme 0—35), mokazarenn
KPOBM U MOYM B TIpeliesiaX HOpMaIbHBIX 3HaueHui. XKu3HeH-
Has eMKocTb Jerkux ot 12.04.07 . coctaBuna 1,37 i1, 4to cooT-
BerctByeT 45,9 % J2KEJI, ra3oBblil cOCTaB KPOBU B Ipe/enax
HopMaJbHBIX BenunH., KT — cunycoBas taxukapaus 108 yu.
B MHHYTY, BBIpaXKeHHBIC OU(Qy3HbIe M3MEHEHUS MUOKapaa
JeBOro Kemymouka. Ilo JgaHHBIM  3XoKapauorpaduu
(10.04.07 1.): rMIIOKMHE3 TepeHeil CTEHKH JIEBOTO XeTylIouKa
B 0a3aJbHOM M MEAMAJbHOM OT/eNax; o0Iiasi COKpaTMMOCTb
JIEBOTO 3KeylouKa He HapyieHa ((pakims BbIOpoca cocTaB-
et 57%).

Hecmotpst Ha mpoBoauMoe JteueHue (3 ceaHca miasmadepesa u
7 T o0LIeii 103bl coy-Meapoa), ¢ 30 MapTa MpUCOEIUHUIUCD
pacxopsiieecs KOCOTIa3He 3a CUeT JICBOTO Ila3a, TOPH30HTalIhb-
HBII ¥ BEePTUKAJIbHBI HUCTAarM C POTOTOPHBIM KOMIIOHEHTOM,
CHIXeHMe roTouHoro peduiekca. C 02 anpesis OTMEYEHBI T1J1e-
TUs B ICBOM pyKe, HapacTaHNUe Iape3a B JICBOii Hore, Jucarys,
HO perpeccupoBal BepTUKaJbHBII HUCTarM. 11 ampens BBULY
OTCYTCTBUSA 3¢ heKTa OT IMPOBOIMMON TePAIIMK Ha3HAYEH MH-
ToKcaHTpoH B mo3¢ 10 mr/m’. CocTosiHIE MOCIe TIepBOTo BBe-
JEHUST MUTOKCAHTPOHA OCTaBaJOCh OTHOCUTENBHO CTaOMJIb-
HbiM. C 12 o 30 ampesi malyeHTKa HaXoauIach Ha 30HI0BOM
MUTaHW] Yepe3 Ha30-TacTpanbHblii 30Ha. Ciryets 10 gHEl oT-
Meyvajach HEKOTopas MoJIoKUTeIbHas TMHAMKKA B BUJE Hapa-
CTaHMS CHJTBI B JIEBBIX PYKE U HOTE, a CITyCTS ellle Hellei0 BOC-
craHoBneHue rrotanust. OmHako mpu MPT romoBHOTrO Mo3ra
110 ¥ TIOCJIe BHYTPMBEHHOTO BBEACHMSI KOHTPACTHOTO BEIECTBA
(Tamosucrt 7,5) ot 23.04.07 . (puc. I e, X, 3, ¥): B IyOOKUX U
CYOKOPTHKATBHBIX OTIENaX 0eJI0TO BEIlecTBa 0OOMX IONMyIIa-
puit 60IbLIOr0 MO3ra, TEMEHHBIX I0JISIX, PaBOi BUCOUHOI 10-
Jie, CPETHMX MO3KEUKOBBIX HOXKaX, MONYIIAPHIX MO3KEUKa,
CTBOJIC MO3Ta BBISIBISLIMCH OYark MHTEHCHBHOTO CUTHAJIA 1 He-
OJIHOPOIHO HAKATIMBAIOIIME KOHTPACTHOE BEIIECTRO.
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PexomeHI0BaHHOI cxeMOIl Ha3HAYeHMsST MUTOKCAHTPOHA SIB-
nsietcst | BBemeHue 1 pa3 B 3 Mecsilia, OJHAKO B HAIIEM ClTyyae
9TO NPEACTABISIOCH CAUIIKOM OONBIIUM BPEMEHHBIM UHTEP-
BaJIOM. YUMTBIBAasl HEOOJBINYIO MOJOXHUTEIbHYIO ITUHAMUKY
mocne nepsoro ero BeaeHus, 10.05.07 . MUTOKCAHTPOH Ha-
3HAuCH TIOBTOPHO B 103¢ 8§ MI/M’ B COUETAHUHM C | T coTy-Me-
pona. B TeueHue Henen OTMEUEHO MOBBIIIEHHE IBUTATEIbHOM
aKTUBHOCTH (CUAUT C OMOPOM Ha MOAYIIKHU, CTOMT C MOJAEPXK-
KOI1), perpeccupoBaii TOJIOBOKPY>XEHUE, TOLIHOTA U PBOTA
Mpy TiepeMeHe nosoxenust Tena. [NanuenTka Obl1a BhINUCcaHA
U3 CTallMOHAapa.

B naHHOM Ha0MI0IEHUM BBISIBIIEHUE OCTPOTO IEMUETMHU3UPY-
JOIETO TIpOIiecca II0 JaHHBIM CTEPEOTAKCHICCKON OMOIICHU
(Mpu UCKIOUYEHUM WHGEKLIMOHHON 3TUOJOTUM) TMO3BOJUIN
HaM ye Mpu NMepBoii rocnuTaiu3aluy nauueHTky B HayuyHblit
LIEHTP HEBPOJIOTUN OCTAHOBUTHCS HA MATHO3€ MIAMOMATAYEC-
KOTo BOCTITUTENbHO-AEMUETUHU3UPYIOIIETO 3a00JeBaHUS
LIEHTPaJIbHO HEPBHOIA cucTeMbl. OMHAKO OCTPOE HAYAIO C MO-
HO(Aa3HBIM TeUeHUEM, OBICTPBIM ITPOTPECCUPOBAHIEM MYJIBTH-
(hoKaJIbHON HEBPOJOTMYECKOM CUMITOMATUKU U OOIIMPHBIM
MopakeHWeM TOJIOBHOTO MO3ra MO HelpOBU3yaTM3allMOHHBIM
TaHHBIM B TeUeHHUe 3,5 MecsleB K MOMEHTY MepBOi TOCIIUTA-
JI3aLK ObLTM HE XapaKTePHBIMU HU JUIS OMHOTO U3 TUITMYHBIX
BapUAHTOB TEUEHHUS TOTO 3a00JeBaHMs. YKa3aHHbIE OCOOEH-
HOCTH TTO3BOJIIIM 3aIIOI03PUTh OJHY U3 PeAKHX (OpM HIHO-
MaTUYECKUX BOCTIAUTEIbHO-IEMUETNHU3UPYIONIMX 3a00/1eBa-
Huii THC, koTopas paccmatpuBaetcs kak Bapuant PC, Bapu-
aHT MapOypra.

B 1906 . OtT0 MapOypr omucan HabmoaeHue 30-1eTHEM XKeH-
LIMHBI, Y KOTOPOl OCTPO Pa3BUIUCh COHIMBOCTb, TOJOBHAs
00J1b, TOLIIHOTA, PBOTA, HECTAOMIILHOCTD TP XOIbOE, JIEBOCTO-
POHHMII TeMUIIape3 C JIeTaJbHbIM MCXOIOM 4epe3 26 JHel oT
Hauvana Oone3nu [8]. [lpu rucTomornyeckoM McclieqoBaHUU
BBISIBJIEHBI TUITMYHBIE 11 OCTPOTo 1 nogoctporo PC namene-
HUS 0eNoro BelecTBa. ABTOP KIaCCUGBUIIMPOBAN 3TOT CIyJail
Kak Tsokesblit octpelii BapuaHT PC. C aToro MomeHTa ocTpas
¢dbynmpMuHaHTHAs Gopma PC ¢ GbICTpHIM NPOrpeccUpOBaHUEM
0e3 peMUCCHii ¢ JIeTaTbHBIM UCXOIOM OIICHIBACTCS] KaK BapH-
aHT MapOypra [2]. B nurteparype ony01MKOBaHO HECKOJIbKO
JPYTUX eIMHUYHBIX ONMCAaHWIA MTaHHOTO BapraHTa PC, kaxmoe
M3 KOTOPBIX XapaKTepPHU30BAIOCh Pa3BUTHEM B TEUCHME He-
CKOJIbKUX Helelb MyIbTHU()OKATbHOTO HEBPOJOTUUECKOTO 1e-
(bumTa ¢ CUMITOMaMy MTOPaXEHMsT OOJIBIIOTO MO3Ta, MO3XKeY -
Ka, CTBOJIA ¥ CIIMHHOTO MO3Ta C (DYJIbMUHATHBIM TCUCHHEM U
JIeTaIbHBIM MCXOIOM B TeYEHHME OT HECKOJIbKUX HElEeNb 10 He-
CKOJIbKUX MecsLeB [3].

Ipu wuccnemoanun LCZK 0OBIYHO BBISIBASIETCS MOBBILIEHUE
YpOBHsI OesiKa Mpu HOPMATbHOM MJIM HECKOJIBKO TTOBBIIIICHHOM
KOJIMYECTBE KJIETOK 00bIYHO. ONUTOKIOHATbHbIE LIEMK OTMeYa-
10TCS ¢ MEHbIIel yacToTol, yeM npu tunuyHoMm PC [5]. Tlpu
MPT BusyanuupytoTcs 00JbllMe oYark AeMUeIMHU3ALKUN B TO-
JIOBHOM M CITMHHOM MO3T€, YacTo ¢ 00BEMHBIM BO3NEHCTBUEM
BCJIEJICTBUE COIMYTCTBYIOIIETO OTeKa. TakxKe MHOTA BbISIBIISIOT-
Cs eIie M HeOONbIINe MePUBEHTPUKYIISIPHBIE THIIEPUHTCHCHB-
Hble odary B pexume T2 [5]. TIpy KOHTpacTHOM YCUJIEHUU MO-
JKeT HaOJTIOmaThCs OTPaHMICHHOE HAKOIUICHHWE KOHTPACTHOTO
BemiectBa [3]. U3 MPT-MeTonuk moctaTrouHo MHGOOPMATHBHOI
siBysieTcss MP-crieKTpocKomnus, BbISIBISIONIAS TATTEPH U3MEHe-
HUH, XapaKTepHBIX I IEMUCTMHMU3UPYIOIIEro IIpoliecca, a
MMEHHO YBeJIMUCHME TTMKA XOMMHA ¥ CHIDKeHe N-aleTuia-ac-
naptarta. OnHako 0ojiee BaXHOe 3HAUeHUe MpUIaeTCsl MOBTOP-
HoMy ripoBeneHMI0 MPT uepe3 KOpoTKue Meproabl BpeMEHHU C
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LIE/bIO BBISIBNICHUSI YMEHbBIICHUSI WM 00pa30BaHMsI HOBBIX OYa-
TOB, YTO MO3BOJISIET MPOBOAUTH UG GEPECHIUATBHBIN AUArHO3 C
OIyX0J1bt0 Oe3 MpoBeaeHNs Ororncuu Mosra [3].

[ucronaTonornueckue u3MeHeHus npu 0one3Hu MapOypra Tu-
nuyHbI 1719 PC, HO ¢ 60s1ee MHTEHCHBHBIM U TSKEIBIM IeMUe-
JIMHU3UPYIONIAM 1 aKCOHAJTBHBIM MOBPEXIeHMEeM. Pacrmpocr-
paHeHHas TeMUeIMHU3ALNs HabmonaeTes B Bune 1uddysHoro
WK MYJIBTU(HOKATBHOTO TOpakeHMsl 0eJIoro BelllecTBa, KOTO-
poe CIMBaeTCsl MeXIy co00ii; IeCTPYKTUBHBIE MTPOLIECCHI TIPU-
BOZAT K 00pa30BaHMIO KUCTO3HBIX M3MeHeHMIA. Tak Kak Bapu-
aHT MapOypra xapakTepusyeTcsl IPOrpecCUpYIONINM TeUeHHU-
€M, oyaru JeMMEIUHU3AIMN TPOXOAAT ITOCIEI0BATEIbHbIC
CTagny pa3BUTHs. PaHHME I'MCTOMATONOIMYECKIE M3MCHEHMS
OCTPOTO oyara BKJIIOYAIOT BHIPAXKEHHYIO KJIETOUHYIO HHOUIBT-
paluio, HaMuie TMTAaHTCKMX acTPOLUTOB, MHOTIA HEKPO3 U
OTCYTCTBUE 00pa30BaHMUs TIMATBHBIX BOIOKOH. Bocmanuresns-
Hble MHQUWIBTPAThl B OCHOBHOM COCTOST U3 MaKpodaros, co-
JepXalx (pparMeHThl MUEIIMHA, TIO3UTUBHBIE Ha 00N Oe-
nox muerHa (OBM). AKcoHambHasI ATONIOTMS TaKKe HAOJIo-
JaeTCs B OCTPBIX oyarax B BUe MX HaOyxaHus. [Ipu miutens-
HOCTHU 3a0oJieBaHMs 0ojiee 2 MecsleB KICTOYHbIE CKOTIEHUS
comepXaT acTpOLUTHI M MaKpodard ¢ MpOXyKTaMH pacliaia
MuenuHa. PazinyHoe KoJIMyecTBO OMUTOACHAPOLIMTOB U TIPH-
3HAK! PEMUETMHU3AIIH MOTYT BBISIBISTLCS B TONOCTPHIX OYa-
rax [11].

DTHoJIOTHS ¥ TTaTOTeHe3 BapraHTa MapOypra CUMTaloTCs CXOI-
HBIMU ¢ TUTTMYHBIM TedyeHrueM PC. OnHako mpu4KHbI, Onpee-
JISTFIONINE TTON00HOEe KIMHIYECKOe TeUeHNe U HepoIaToIoT -
YecKre N3MEHEHNSI, TOYHO HE YCTaHOBICHHL. B omHOM Habm0-
JeHnn Oone3Hu MapOypra mpu ayTONCUITHOM MCCleI0BaHUN
ObLIO MOKA3aHO, YTO yBeJIMYEeHUE MOJeKyaspHoro Beca ObM
TI0 CPaBHEHUIO ¢ HOPMOI i XpoHUYecKuM TedeHneM PC co-
MPOBOXIAT0Ch YMEHBIIEHHEM KaTHOHHOTO IMOTEHLMaNa I0
CPaBHEHMIO ¢ HOpMalbHbIM GesibiM BerectBoM [13]. Kpome
3TOTO OBLIO BHISBICHO YBETMUCHUE COOTHOIICHMS MEHEE KaTH-
OHHOTO OCHOBHOTO LIUTPYJIMHUPOBAHHOTO KomrmoHeHTa C8 K
HamboJiee KaTHOHHOMY KoMmoHeHTy C1, 94To XapakKTepHO U1
He3peJioii, HecTaOMIbHOM (hopMbl TaHHOTO Oeka. B cBs3m ¢
STUM OBLIO BbICKAa3aHO MpEITNOOXEeHUE, YyTo BapuaHT Map-
Oypra npejacTapisgeT coboii reHeTHUYecKuil aedeKT, MPUBOISI-
MM K Pa3BUTUIO HECTAOMIBHOI (hopMBI MUeIMHA [3].

[1pu BapuanTe MapOypra B 00IbLIMHCTBE CIy4aeB IMIPOTHO3 He-
OnaronpusTHBIA. BeICTpo mporpeccupyloliee TeueHHe Ha
TIPOTSDKEHUH HECKOTBKIX MECSITIEB 3aKaHUMBACTCSI JICTATTEHBIM
HCXOMIOM, KOTOPBII HACTYIaeT B pe3yJibTaTe OCTPOro Mmopaxke-
HUS HUXHUX OTAEJIOB CTBOJA TOJOBHOIO MO3ra WM BepXHe-
IICHHBIX OTIENIOB CTMHHOTO Mo3ra. OIHAKO, IT0 MHEHUIO psa
aBTOPOB, paHHEe MPOBeIcHIE UMMYHOCYTIPECCUBHOM Tepanyiu
MOKET MOBJMATH Ha BEIKMBaHUE MaliMeHToB [9]. B HekoTOphIX
cIydasx Ha (poHe MMMYHOCYIIPECCUH HaOTIOmaIach peMUCCHS
3a00JIeBaHUS C YIYUIIECHUEM COCTOSTHHUS.

TepaneBTuuecKue MOAXONLI IIPH BapraHTe MapOypra BKItoua-
10T TIPOBEJIEHNE BBICOKOTO3HON Tepariy ITTFOKOKOPTHKOMIA-
M. B tutepaType numeeTcs onucaHue mauueHTKy ¢ octpbhiM PC
tuna MapOypra ¢ yiydiieHueM COCTOSIHUSI Ha (DoHe Teparmuu
MaHHUTOJIOM ¥ CTePOUIHO TepaIii, BKIFOYABIIEH ITyIbC-Te-
Pamuio METUIIPEAHN30I0HOM B KypcoBoii 1o3e 6000 mr ¢ mo-
CIIEIYIONIMM MEepOpaIbHBIM IIPUEMOM TPEIHU30J0HA B Teue-
Hue 2 MecsueB. B nanbHeiiiiem B xoe 4-1eTHero HabaoaeHus
OTMEUCHO TUIMYHOE I pemutTHpyomero PC teueHue 0o-
Jie3HU [6]. B cyyasx, He4yBCTBUTEIBHBIX K CTEPOMIHOI Tepa-
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MUY, WCIIOJB3yeTcs BHYTPMBEHHOE BBemeHMe Ig. YumThiBas
MpearnosaraeMoe yyacTue B maToreHese Bapuanta Mapoypra He
TOJIbKO KJIETOYHOTO, HO M TYMOPaJbHOTO MMMYHHUTETA, BO3-
MOHO MCTIOJTb30BaHue mia3macdepesa [ 12], KoTopblii, Kak Obl-
JI0 TIOKa3aHo, 00J1aaeT TepaneBTiuyeckuM addexTom [10].

HaxkoHel, onybimkoBaHo onucaHue ogHoro HabmogeHus PC
BapuaHTa MapOypra, B KOTOPOM TPH OTCYTCTBUM 3(PHEKTUB-
HOCTH ITYJIbC-TEPAITMU METHIIIPETHI30I0HOM B KYPCOBOI 103¢
5000 Mr TepaneBTUUECKUiT 3¢ (eKT ObLT OTMEYEH TOC/Ie BBEAC-
HUSI MUTOKCAHTPOHA B MaKCUMaJIbHOIT mo3e (12 Mr/m?) ¢ mmo-
CIIEAYIONIMM IOMOJTHUTEIBHEIM BBEICHMEM METHIIIPEIHU30-
JoHa eie B go3e 5000 Mr. YirydieHue HeBpOJIOTUUECKUX Hapy-
LIEHWIT B JaHHOM Cllyyae Havyanoch yepe3 10 qHell mocie BBeje-
HUST MUTOKCAHTPOHA, 4epe3 | rom MOoMoXuTeIbHAs JMHAMUKA
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Marburg's variant is the rare form of multiple sclerosis (MS)
with rapidly progressive course and appearance of pseudotumor-
ous lesions of demyelination, as well as of typical for MS
histopathological changes. In the paper the clinical case of mor-
phologically confirmed Marburg's variant is described. The
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overview of ethiology, pathogenesis, morphology, MRI and ther-
apy of this form of the disease is presented. Compared with the
majority of observations, in our case the efficacy of combined
immunosuppressive therapy is shown.





