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CeBepo-3anaiHblii TOCy/IapCTBEHHBIN MeuInHCKNI yHuBepcuTeT uM. .. Meunukosa,
r. Canxr-IlerepOypr, Poccus

B crarbe mpuBoaMTCS COOCTBEHHOE KIMHUYECKOE HAOMIOMEHNE PEAKON (POPMBI IeMUETUHI3UPY-
1o11ero 3ab0JIEBaHUST TOJIOBHOTO MO3Ta — 9KCTPAMIOHTHHHOTO MHUEJIMHOJII3a, 0COOEHHOCTBIO KOTOPOTO
SABUJIOCH BBIABJIEHNE NHTPATEKAJIbHOTO CMHTE3a JIéFKI/IX ueneﬁ I/IMMyHOFJIO6yJII/IHOB.

KiroueBble c10Ba: 5KCTPAOHTUHHbII MUEJIMHOAU3, CBOOOAHbIE JIErKUE Lely JAMO1a B CIIMHHO-
MOBTOBOM KUJKOCTH, 3(PPHEKTUBHOCTD TJIIOKOKOPTUKOUJIHON TEPATIHH.

BBenenne

[ToHTUHHBII MUEJIMHOJIN3 BIEPBbIe OBLI OIM-
can B 1959 1. P. Aramcom 1ipu 1eu€HOYHON WH-
TokcuKaruu askorosem [1]. B nmanbneitiem mu-
eJIMHOJIN3 OOHAPY’KEH He TOJIbKO B MOCTY, HO M B
APYTUX 06JACTSAX MO3Ta: HOKKAaX MO3Ta, 3pUTEb-
HOM Oyrpe, MO30JICTOM TeJjie, T.H. 9KCTPATIOHTHH-
Hbiit MuesnHosm3 (DIIM) [2]. Bo Bcex ciyuaax
3apErucTPUPOBAHBI  KOJEOAHUS DJIEKTPOJUTHOTO
coCTaBa KPOBM: I'MIIOHATPUEMUS, TPUBOAUBIIAS K
ocMoTHdeckuM casuram. Hatpuesast Teopust npet-
MOJIaTaeT, 4TO JecTabum3aIus CreruuiecKoin
HATPUN3aBUCUMON TPAHCIIOPTHOU CUCTEMBI TTPU-
BOJIUT K yTpaTe CIOCOOHOCTH TPAHCIOPTHUPOBATH
MHO3UTOJI — UCXOJHOE COeIMHEHNEe, HEOOXOANMOE
U1t 06pa30BaHMsI MUEJIMHA. JTO TIO3BOJIUIIO OITpe-
JEUTH 3a00JI€BaHNE KaK OCMOTHYECKHIIT IeMUen-
HU3UpyIonuii cuapoM [ 3]. Knmmunyeckas kapTuHa
pasnoobpasHa. [yt AMAarHOCTUKK HCIIOJIB3YIOTCS
pasiiosiornyecKkue MeTO/[bl HelpOBU3yalIu3allui,
olipeziesieHe aKTUBHOCTU TEYEHOUHBIX (DepMeH-
TOB [4]. Jledernue mpoBOAUTCS KOPTUKOCTEPOUIA-
MU C IOJIOXKUTEJTbHBIM pedysasraToM. OaHako, B
11eJI0M, BOTIPOCHI KJIWHUKHU, AMATHOCTUKU U Jieue-
HUSI MUEJIMHOJIM3a  pa3paboTaHbl HEIOCTATOYHO,
41O TpeOyeT MOCTOSTHHOTO aHAJI3a PEIKO BCTpeYa-
IOIIUXCS CIy4YaeB 3TOH (OPMBI JleMUeTMHU3AIIH.

ITesab padoThI: conocTabieHne coOCTBEHHOTO Ha-
OJTIO/IEHNUST ¢ IAHHBIME JIUTEPATYPhI U OTIPE/Ie/IeHIE
0COGEHHOCTEN KIMHUKH, IMarHOCTUKKA ¥ HEHPOBH-
3yaJn3aluy 3KCTPAIOHTUHHOTO MUEJTMHOJIN3A.

Marepuan u Mmetozpl. cropust 6osesrn 60J1b-
ot C., manusie MPT, pesysbraTbl OHOXUMEIYE-
CKMX, HMMYHOJIOTUYECKUX aHAJIU30B KPOBU U
CMIK. ComocraBienue TaHHOTO HaGJIOIEHUS C
AQHAJIOTUYHBIMU CJIyYasMU, ONKUCAHHBIMU B 3apy-
GEKHOIL M 0T€YECTBEHHOM JINTEpaType.

Pe3yabratel uccaegoBanus. bospnas C., 32
JIET, POJMJIACH B CEMbE JKEJEe3HOIOPOKHIKA, 00-

pasoBaHue cpejiHee, cTpaxoBoii areHt. Cuwnrtaer
cebst bosmbHOM ¢ Havama (espanst 2017 roga, Koraa
Ha CJIEAYIOUINIA 1eHb Tocje OBITOBOrO (IeHb POK-
JieHus) yIoTpebJeHNsT HEU3BECTHOTO aJIKOTOJIb-
HOTO HAIUTKA TOSBUJIACh TOITHOTA, PBOTA, 00MIast
cmabocTh. Emé uepe3 HECKOMBKO THEH TOSBUIICH
pasbuTOCTh, HEJOMOTAHNE, CHUKEHNE KOHIIEHTPA-
[[U¥ BHUMaHWS U MaMATH Ha TEKyIre cOoObITHS,
yrpara paborocnocobnoctu. Ilpu obcrienoBanmm
0 MECTY JKUTeNbCTBA (KPYITHAS JKeJe3HOOPOIK-
Hast cranius Jlenunrpaackoi obaacrtu) 15.02.17
obuapyxenbl MPT-ouaru B 06/1aCTH  MO30JIMCTOIO
Tesia ¥ TaJlaMyca JIeMAeTMHU3UPYIONIEr0 XapaKkTepa.
B CMX — nuros — 3 ki1, 6enok — 0,33 r/u. Ilepe-
BeJleHa B KJIUHUKY JIJIST I000C/IeJOBAaHKS B COCTO-
SHUW amnaTui, TPEBOKHOCTU W 3MOITMOHAJIBHOMN
HeypaBHOBeleHHOCTH. yKamoBasiach Ha CHUZKEHTE
aMsTH, HapyllieHne cHa. B anaMHe3e :Ku3Hm — jie-
BUAIINY TTOBEIEHUS: KYPUT CO ITKOJTBHBIX JIeT, B
OBITY YacTo yHoTpedssieT aJKOroJbHbIe HAUTKH
(meméBoe BUHO), TepBbIil abopt B 17 Jiet, mepBoe
3amyskecTBO B 20 Jsiet, pojibl B 21 10/, pa3Boj «I1o
HECXO/ICTBY XapaKTepPOB», BTOPOE 3aMY’;KeCTBO
B 27 net, poasl B 28 ner. B MuaziiemM MIKOJIbHOM
BO3pacTe - oreparus Ha JeBOW TPYANHO-KIIOINY-
HO-COCIIEBU/IHOUM MBIIIIIIE 110 TTIOBO/LY BPOXK/IEHHON
kpuBotien. Co cTapmmx IMKOJbHBIX JIeT OTMeYaeT
nepuoanyeckoe nopbierue A/l 10 150/90 mm. pr.
CT., TOJIOBHBIE OOJI MUTPEHO3HOTO XapaKTepa.
[Tpr HeBpoOSOTHUECKOM OCMOTpE BBISBJIEH TO-
PU3OHTAJIBHBIN MEJIKOPAa3MaIMCTbIl HUCTArM, YCH-
JIMBAIOIINICS TIPU KPATHUX OTBEIEHUSX TJ1a3 B 00e
CTOPOHBI, CUMIITOMBI OPAJTbBHOTO aBTOMATH3Ma, BY-
CTOPOHHHE KUCTEBbIE CUMIITOMBI Pocconmmmo, bex-
TepeBa, sKyKOBCKOTO, cieBa — TIOJIOKUTETHHbBIN CHM-
nroM SIkoGeona-Jlacka, anusopeduiekcust riyOOKIX
pediekcos S>D, HenocrosHubi cuMnTom babun-
CKOTO CJIeBa, KOJKHBIE OprotiHble peduiekcs S<D.
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buoxumuyeckuii anaaus Kkposu ot 17.02.2017

HasBanwe Tecra Pesynsrar Hopwma Exwuam.
AJIT 199 0-42 en./n
ACT 144 0—-42 en./n
ITTIT 303 5-39 ean./n

Koaddunument /lapuraca = 0,72.

NMmmynoxumuyeckuii anaaus kposu ot 22.02.2017

HazBanue Tecta Pesynsrar Hopma En. usm.
Mennb 19,0 12,6 — 24,4 | MmKMOJIb /11
[lepynonmazmMma 631 200 — 440 MT/J1

AaeKTpoauTsl KpoBu oT 26.02.2017:

Kaymii mpum.: L 3,21 3,5-51 | mmol/L
Harpwnit 143,1 | 135 - 148 | mmol/L
Xutopumsl mpum.: L 97,2 98 — 107 | mmol/L
Kanpimit 1,02 | 1,12 - 1,32 | mmosb /11
MOHU3UPOBAHHBII

mpuM.: LL

OcMOJISIPHOCTB T1J1a3MbI KpoBH - 288,266 MocM /1.

VIMMyHOMETpUYECKOE onpe/ieieHHe CBOOOIHbIX
nérkux neneit (CJII) uMMyHOII00YIMHOB (MKI/MJT)

Karmma (CMJK) 0,03 0-0,5
Karmma (cbiB) 8,8 3,36-27,3
JIsamba (CMIK) 0,07 0-0,001
JIamb6pa (chiB) 6,88 3,6-26,6

[Tpumeuanue: sieBbiit cTonbuk mudp — CJIL y mannenrku;
1paBblii —pedepencHble 3HaYCHUS.

C moMoMIbIo M303J1eEKTPOGOKYCUPOBAHUST OTIPe-
JIeJIEH 4 TUTI CUHTEe3a ONUTOKJI0HATBHOTO 1gG.

JlabopaTopHble HCCJIE0BAHUST JIMKBOPA TI0 BbI-
aenenuio creiudryecknx dparmento /IHK rep-
nernyeckux Bupycos (VEB, CMV, HSV 1, 2, HHYV,
HHVS8) metomom TP okazamich oTpuIiaTelbHbIMU.

Y 3U opranos 6pouiHoii mosoctu ot 22.02.17:
[TEYEHD ne yBenuuena. Koutypsl poBHbBIE, UeT-
kre. CTpyKTypa OZHOPOAHAsL. DXOTEHHOCTh OObIU-
Hasg. CocyiMCTBII PUCYHOK cOXpaHeH. 3aTyXaHue
VJIBTPa3BYKOBOTO CHUTHAJIA He BbisiBjaeHO. OQuaro-
BBIX 00Pa30BaHUI HE BBISIBJICHO.

Kouncyapranmusa renarosnora ot 01.03.17: 3a-
KJIoUeHre: XPOHUYECKUI KPUIITOreHHbIH renaTur.
JIJKBIL. /Inchynrnms chunkrepa Opu mo maH-
KpeaToreHHOMY TuIry. [acTpoiyoieHuT.

IKT 0t120.02.2017: CrrycoBbIif pUTM, TAXUKAP/IUST
¢ YCC 127 yn/mun. Havamsnas runieprpodmst JI7K.

Monpeasibckasi 1Kajia OIEHKU KOTHUTUBHBIX
dyuxiuii (MoCA) — 22 6aia, npu nopme 30 (Z.
Nasreddine MD Version 7.1) [5].

GOOBOOOOOBOOOOIRIOOOOIIHOOIIHIOOIHRIOOOORIOOIIOHIOOIHHIOOOOIOHOOIIHIOOIHHIOOORIOOOOIHIOOIHHIOOORIOOOOIIHIOOOHHIOOIRIOOOIIRIOOOHIIOOORIOOOOIONROS

MPT T1, T2, ABUN: na cepun MPT ronoBHOTO
MO3ra MoJy4eHbl U300paskeHus cyh- 1 CcympareH-
TOPUAJIBHBIX OTNEeJOB. Paciiupensl mepuBacKy-
JIIpHBIE TIPOCTPAHCTBA MEHETPUPYIONINX COCY/I0B
Ha ypoBHE 0a3aJbHBIX SEP, B MPOEKIUU TUIIIO-
KaMIIOB, B MEPUBEHTPUKYIISIPHOM O€JIOM BEIECTBE
Ha YPOBHE 3aJIHUX OT/ENOB Tesl GOKOBBIX JKeEJy-
NOYKOB. B 3amHe-MennanbHbIX OT/IeaX TaJaMyCoB
CUMMETPHUYHO BBISBJISIOTCS 30HBI TATOJOTUYECKON
nHTeHcuBHOCTU MP curnasa, runepuHTeHCUBHOTO
na T2 BU u B UII FLAIR, c1ab0orumnonHTeHCuB-
ubix Ha T1 BU ¢ nocTaTouHo 4ETKUMU KOHTYpaMU
pasmepamu 7,5 x 4,8 mm Ha JIBU a1 ke yuactku
¢ TOBBINIeHWEM curHaia. Ha oTcpoyeHHBIX U30-
OpakKeHUsAX OTMEYAeTCss MUHUMATbHOE KOHTPACT-
noe ycusienue Ha T1 FAT, SAT FAT B ocnoBanumn
YYaCTKOB CTPYKTYPHBIX U3MEHEHWI BCJeICTBUE
napymenus ['9b (Puc. 1).

Puc. 1. CumMeTpruHast IeMUeTMHU3AIMS 3PUTETbHBIX
GYrpoB — CUMIITOM <KPBLIBEB JIETY4ei MBITITH»
(runounnTtencutBubii curaan) MPT T1 BU (cnesa)
1 apaMeInaHHoe MOPasKeHNe TaJaMyca
(runepunrencuBnbiii curaan) MPT B pexxnme /IBU

ITpoBenénHoe oOC/AeOBAaHUE BBIIBUJIO TH-
nepepMeHTEeMUI0  TEYEHOUHBIX  ()epMEHTOB,
CUMMETPUYHOE TIOpa’keHHe TajJaMycCoB, THIIep-
JsIMO1a-TI00YIMHPAXUIO, YTO MO3BOJIMIIO JIMATHO-
CTUPOBATh 9KCTPANIOHTUHHBIN MUEJINHOJIN3 B (hase
BOCIIAJINTEJIBHON JIeMUETMHU3AINN ¥ HAa3HAYUTh
TJIIOKOKOPTUKOUIHYIO T€PAITHIO

Jleuenue metumpesioM B/B KaresbHO 110 1000 mMr/
cyT. Ne 5 (1ryJibe-Tepariust ), KOpTeKCUHOM B/M 10 mMr/
cyT. Ne 10, accennuase nep oc CylecTBeHHO YJIy4-
IITIJIO COCTOsTHUE. DostbHast Beitcana Ha pabory.

O6cy:kaenne

Anamnesis vitae, morbi et obusus in baccho
[POUBBOJAT BIeYATIeHE 00CECCUBHO-KOMITYJIb-
CUBHOH JIMYHOCTH C HENOJHOLEHHOCTbIO TMIIIIO-
KaMIIaJIbHO-9HTOPUANbHON Kopbl. Hekoropble aB-
TOPbI, MEKAY TPOYUM, HAXOAAT, YTO TIOBBIIIEHUE
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nepyJorasmMuia KpoBu ((heppooKcuasbl), BbI-
SBJIEHHOE B HAIIIEM CJIy4yae, XapaKTePHO /LIS TAKUX
paccrpoiictB [6]. OcobenHocTu «paboThl» Tecta
tpex (epmentoB (I'TT-ACT-AJIT) u Tecra uso-
JIUPOBAHHOI TUTephEePMEHTEMUHN TaMMa-TJII0Ta-
muH-Tpancdepassl (I'TT) 3akmouaioTcs B ToM, 94TO
OHU BBISIBJISTIOT XPOHIYECKOE OBITOBOE TIHSTHCTBO, a
IPU €ANHUYHBIX SMU30ANIECKUX YIIOTPEOIEHUSIX
AJIKOTOJISI, JTaske Tepejl MCCyeloBaHmeM, Koseba-
uuit ITT He obHapyskuBaercs [7]. 4 Tum cuHTe3a
IgG, xak M3BeCTHO, XapaKTepeH [IJIsl TPOIECCOB C
BOBJICYUEHHEM TeMaTO-3HIledaTmueckoro bapbepa.
YuureiBasg orcyTrcTBue WHGMEKIIMOHHOTO IIPOIeC-
ca 'y C. u Hasimuyue orpezieI€HHON TutepdepMeH-
TEMUM MOXKHO [UATHOCTUPOBATH TelaTOTEHHYIO
sHIle(DATONATHIO Y TPEMOPOUIHO OTSTOIEHHOTO
cyobekta. Hamie wabmionenne IIIM ¢ HOpMasb-
HOI OCMOJISIPHOCTBIO TIJIa3Mbl KPOBU COBIIAJIAET C
JTAHHBIMU JIPYTUX aBTOPOB [8], HO BIEpBbIE BBISIB-
JISIET BO3MOKHOCTh UMMYHOJIOTHYECKOTO BOCIIaJIe-
HUSL, B TO BpeMsl Kak 0ObIYHO cumTaercst, 4ro IIIM
He COIPOBOKIAETCS BOCHAJIUTEIbHOU peakiuei,
4TO U OTJINYAeT 3Ty (HOPMY JeMUETUHUIAIUU OT
JeMUeJTMHU3AINN 1TpU paccesiiioM ckiepose (PC)
[9]. Onnaxo, u 31ech cOXpaHAIOTCS OTJIWYUS, T.K.
npu PC nmeer auarHoctudeckoe 3HaueHUe TUTIEP-
karmarsoOynuapaxus [10], a B Hatem caydae 06-
HApYKEHO HEKOTOpOe TpeodiafiaHie CoMepKaHst
B simkBope CJII sisimba.

BoiBog

IKCTPAOHTUHHBIN MUEJTMHOJINA3 TIPEJICTABIISIET CO-
6011 hopMy JeMUETMHU3AIINH, He NCKTIOYAIONTYIO M-
MYHHOBOCHAJTUTETBHOTO KOMIIOHEHTA, UTO 1 OTIPE/IETIs-
eT 3 beKTUBHOCTD TTIFOKOKOPTUKOW/THON T€PATTHN.
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EXTRAPONTINE MYELINOLYSIS:
CLINICAL AND IMMUNOLOGY FEATURES ONE CASE

S.V. Lobzin, V.I. Golovkin, LM. Ephymov, O.1. Timonina, ].O. Garishina
North-Western State Medical University named after I.I. Mechnikov, Saint-Petersburg, Russia

The article presents clinical observation of a rare form of demyelinating diseases of the brain — ex-
trapontine of myelinolysis, a feature which was detection of intrathecal synthesis of light chains of im-
munoglobulins.

Keywords: extrapontine myelinolysis, free light chain lambda in cerebrospinal fluid, the efficacy of
glucocorticoid therapy.
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