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Acute disseminated encephalomyelitis is an acute autoimmune demyelinating disease that manifests as a widespread
polyfocal asymmetric lesions of the central nervous system and, in some cases, optic nerves with the formation of cor-
responding neurological symptoms. This lecture presents basic information about acute disseminated encephalo-
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tice of a neurologist.

Keywords: acute disseminated encephalomyelitis, myelin oligodendrocyte glycoprotein, multiple sclerosis, AQP-4

For citation: Avdeeva V.E., Kotov A.S. Clinical polymorphism of acute disseminated encephalomyelitis: diagnosis, treat-
ment, long-term prognosis. Lecture with the description of clinical cases. Russkiy zhurnal detskoy nevrologii = Russian
Journal of Child Neurology 2023;18(1):10-21. (In Russ.). DOI: 10.17650/2073-8803-2023-18-1-10-21

Onpepenexnue HMe, TIPOSIBIISTIONIEECS PACIPOCTPAHEHHBIM ITOJIM0YAar OBBIM
Ocrtpplii paccestHHBIN 3HLIeDamomueuT (OPOM), mmn ~ acMMMETPUYHBIM IOpaXXeHUEM IIEHTPaIbHOM HEpBHOM
OCTPBII IUCCEMMHUPOBAHHbINA 3HILIebaTomMuenut, — 310  cuctembl (LIHC) 1, B HEKOTOPBIX CiydasiX, ONTUYECKUX
OCTpOE ayTOMMMYHHOE JeMUEIMHU3UPYIOlIee 3a00jIeBa-  HEPBOB ¢ (OPMUPOBAHUEM COOTBETCTBYIOLIMX HEBPOJIO-
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ruyeckux cuMmiromoB. Kak mpaBujio, OHO UMeET ObICTPO-
IIporpeccupyomiee MOHO(pa3HOE TeYCHNE U OTHOCUTETb-
HO OJIATOIIPUSITHBIN IIPOTHO3.

B aHrnosi3pyHOM 1UTEepaType JaHHOE 3a00JieBaHUe
HocuT Ha3BaHMe “acute disseminated encephalomyelitis”
1 0b03HauvaeTcst abopeBuarypoit “ADEM”.

dTuonaroreHes

Y 50—75 % nauuenToB ¢ OPOM ynaetcs onpeneinThb
CBSI3b C TIPEIIEeCTBYIONIEH NHPEKINEH NIIN BaKIIMHALIM -
eit. Yaie Bcero 00Je3Hb CAEAyeT 3a BUPYCHOM WiIn Oak-
TepuaabHOI MHGEKIMEeNR yepe3 HECKOIBKO THEe — 2 Mec
(B cpenHeMm 26 nHeit). K npumepy, pazsutrie OPOM mnocne
nebiora COVID-19 moxeT mpouzoiitu yepe3 3—30 qHeid.
B npyrux ciaydasix 3a60yieBaHIE MOXKET pa3BUBAThLCS IIOCTIE
BaKLIMHALIMU OT OellleHCTBA, KOPY, KOKJIIOIA, CTOJI0HSIKA,
rpura, rermaruta B, mudrepun, KpacHyxu, THEBMOKOKKaA,
BETPSIHOM OCIIBI, BUpPYyCa IMAaMUIOMBI YeJIOBEKa, MOJIMO-
muenuta, SARS-CoV-2. Tak, OPOM uHorna pa3BuBaeT-
csi 9epe3 8—21 neHb mociie BaKIIMHAIIMY OT OCIIIeHCTBA |2,
12, 14, 23].

OcTphlii paccesTHHBIN SHIIe(haTOMUETUT B OTHETbHBIX
clTydasix MOXET paccMaTpuBaThcsl B pamkax aHTu-MOI -
ACCOLMMPOBAHHBIX PACCTPOMCTB, TaK KaK NPU TAaHHON
00JIe3HN OTMEUYAeTCsI MaTOTeHeTUYeCKasl CBSI3b C aHTUTE-
JIaMM K MUACJTMH-OJIUTOACHIPOLIMTAPHOMY IIMKOIIPOTENHY
(MOT) (B aHIIIOSI3BIYHOIM JIMTEpaType — myelin oligoden-
drocyte glycoprotein, MOG) [15]. OgHako mipu o6cieno-
BaHMM NalMeHTOB Ha aHTuTena K MOI™ oHn o6Hapyx1Ba-
forcst auiib B 40 % cayuyaes [18]. ITosatomy OPOM
clleayeT paccMaTpUBaTh He KakK equHOe 3abojieBaHUE,
a Kak CITeKTp 3a00JIeBaHUI ¢ Pa3IMYHBIMU IIPUIMHAMEI
1 MeXaHM3MaMU Pa3BUTHSI, KOTOPBIC B 3HAYNUTEIHHOM Me-
pe OCTaIOTCS HEN3yYeHHBIMU.

dnuaemuonorus

OcTpblii paccesTHHbBIN SHIE(PATOMUETUT BCTPEIaeTCS
y 1 13 125—250 ThIc. yenoBeK. boyie3Hb 0OOBIYHO pa3BUBa-
ercs y mereid mumanmie 10 e, oqHaKO BCTpedyaeTcss M Y
B3POCIBIX (BILIOTH 10 82 jieT). 3aboeBaHMe Jalle peru-
CTPUPYETCS Y MYXKYUH, YeM Y KEHIIMH, C COOTHOLLIEHUEM
1,3:1. IIpu OPDM otmeyaeTcsl CE30HHOCTD: ¢ OOIbIIEH
4aCTOTOI 00JIE3Hb PETUCTPUPYETCSI B XOJIOIHBIE MECSIIIbI
roja (3uma, Hadajo BecHBHI) [2].

Knaccudukauusa

OcTpplii pacCesTHHBIN 2HIIE(DATOMUETUT MOXET UMETh
Kak MoHoGa3Hoe, TaK U peLluIMBUpYIOlLiee TedueHue. Mo-
Ho(da3HOe TEYCHUE XapaKTePHO IS «KJIACCUUECKOTO»
OPBM, nipu KOTOPOM BO3MOXKHO YCUJICHUE WJIU TIOSIBJIE-
HHE HOBBIX CUMIITOMOB B T€UeHME 3 Mec Iocie nedioTa
3a00JIeBaHUSI.

B Hacrosiiiee BpemMst pazpaboTaHbl KpUTEPUHA MOHO-
(aznoro OPOM nng mereii [19, 20]:

— BIIepBbIe BO3HUKIIIEE MojinoyaroBoe nopaxkenue [IHC
C MpeanojaaraeMomn 1eMUCITMHU3UPYIOIIEU TPUYNHOK
C HaJTMYMeM KJIMHUIECKUX TIPOSIBIICHUIA;

— sHIedaronaTus, IMPOSBIAIONIASCSI N3MEHEHIUEM CO-
3HAHMS WU MTOBEAEHUST, HEOObSICHUMOM JTMXOPaIKOM,
CHCTEMHBIM 3a00JIEBAaHMEM WJIM ITOCTIIPUCTYITHBIM
COCTOSTHUEM,;

— II0 JaHHBIM MAarHUTHO-PE30HAHCHOW ToMOorpaduu
(MPT) ormeuatorcs muddy3HbIe, TUIOX0 OTTPaHUICH-
HBIC OYaru nmopaxkeHus >1—2 cM B tmameTpe, IMpeu-
MYIIECTBEHHO BOBJICKAIOIINE OeJI0e BEIIECTBO IOy~
IIapUii TOJIOBHOTO MO3Ta, C BO3MOXHBIM IOPaXKeHEM
[JIyOOKOTO Ceporo BellecTBa (Tajzamyc, Oa3ajbHbIC
sapa); B PEIKUX CIydasix TaKMe O9aryd BBITJISIOAT TH-
MOMHTEHCUBHO B pexkume T1;

— OTCYTCTBHE HOBBIX CHMIITOMOB WJIM HOBBIX OYaroB
nopaxxeHus no gaHHeIM MPT mocie 3 mec ¢ MOMeHTa
nebiora OPOM.

Ecim gepe3 3 unu 6osee Mecsiiia 1o JaHHBIM Helipo-
BU3YaJIU3alM OTMEYaeTCsl YCUJICHHUE JIMOO TOSIBICHHE
HOBBIX CHUMIITOMOB WJIM OYaroB ITOPaXKeHMsI, He OTBEYal0-
IIUX KPUTEPHUSIM paccesTHHOro ckiepo3a McDonald [22],
STH COCTOSTHUSI OTHOCSITCSI K PELIMINBUPYIOIINM, HAIIPH-
Mmep [19]:

» mHorodaszHeiii OPOM (MDEM/multiphasic ADEM),
T.e. OPOM c 1 pettmauBoM depe3 3 uinu 0ojiee Mecsiia;

* OPOM - onrrnueckuii HeBput (ADEM-ON/ADEM-
optic neuritis), T.e. peauaus OPOM B Bume ontude-
CKOro HeBpHTa Yepe3 3 uiau 0oJjiee MecsIia.

KnuHuyeckasa KaptuHa

OcTphlil paccesTHHBIN 3HIIE(ATOMUEIIUT XapaKTepu-
3yeTCsI MyJIbTU(DOKATLHON HEBPOJIOTMYECKOM CUMITTOMA-
TUKOI, OBICTPO MPOrpeccUpylollieil B Te4eH1Ue HeCKOJIbKUX
IHel WiIn Hellellb, TpeOylollel paHHEe! rocnuTaan3aluun
[1, 2]. O6GBIYHO TIpOTpeccCUpoBaHMEe 10 MaKCUMAJIbHOM
TSDKECTU CHUMIITOMOB IIPOMCXOIUT B TedeHHue 4—7 mHei
oT ne61oTa [24]. CUMIITOMBI, BBISIBIISIEMbIE Y TTAlIMEHTOB
¢ OPBM, onpenensitoTcst IpeaiecTByIoNeil nHpeKImei/
BaKILMHALIMEH, a TAKXKE JIOKAIM3ALEH ITOPAaXKEHUSI B HEPB-
Hoii cucteMe. Tak, HafIpuUMep, y AeTel JuxopaakKa Habao-
Jaetcs B 12—68 % ciiyyaeB; HEBPOJIOTMYECKHUE CUMIITOMBI
BBISIBJISIIOTCSI B CJIEAYIOIIEM ITOPSIAKE IO YaCTOTEe BCTpeda-
€MOCTH: TOJIOBHASI 0O0JIb, CUMIITOMBI ITOpaKeHUsI TTHUpa-
MMIHOTO ITyTH, STUICIITUICCKHIE TIPUCTYIIBI, CUMIITOMBI
IMOpaxkeHMsT MO3XXeUKa/aTaKCHsl, HapyIIeHEe PeUr, CUM-
IITOMBI ITOPAXKEHUS YEePEITHO-MO3TOBBIX HEPBOB (C JIOKa-
ym3anueit mopaxenusa B LIHC, Bkirrouast sigpa HEpBOB),
HapyIIeHHe MOYCUCITYCKaHsI, ONITUICCKUIT HEBPUT, Ha-
pylIeHUsT 4yBCTBUTEIbHOCTH [15]. Kpome Toro, BO3amMoxK-
HO pa3BUTHE IICUXWYECKUX HAPYIIICHUIA.

IIpencraBisieM KJIMHUYECKMM ciaydail ¢ neGroToOM
OPOM c 6unarepaibHbIX TOHUKO-KIOHUYECKUX TTPUCTY-
OB C JaJIbHEUIIIMM Pa3BUTUEM MAHUYECKOM aTaKu.
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Knunnyeckunn cnyyaii 1

Ilayuenm A., 26 nem, 3a601e1 ocmpoil pecnupamopHoil
8UPYCHOU UHGDeKyuell, conposolicoasueiics 2010810 00110,
caabocmoto, nogviulenuem memnepamypst 0o 37,6 °C ¢ me-
yenue 4 oneil. Jleuuncs jcapononudicaromyumu npenapamamil.
Ilposoduaucs uccaedoeanus ons uckarouenus COVID-19
(uccredosanue mMazka uz HOCORAOMKU MemoOdOM NOAUMEPA3-
HOUl YyenHoll peakyuu, ceposozuieckoe ucciedoganue), pe-
3yabmamol 0biau ompuyamenvuvimu. Cnycms 6 OHell omme-
4anocs nogmopHoe nosvluierue memnepamypst 0o 37—38 C,
Ha goHe Komopoeo uepe3 6 OHell HOUbIO 80 CHe Pa38UACs OU-
AAMePanbHblil MOHUKO-KAOHUYECKUT NpUCmyn OAUmenbHo-
cmoio 3 MuH, 6e3 ypunayuu. Ympom npucmyn nosmopuacs.

1

[layuenm 6vi1 eocnumanu3uposan, emy 6vin HaA3HAUEH Kap-
oamazenun ¢ doze 200 me 2 pasza 6 dens. Ilpu npoeedenuu
anexmpoanuegpanoepapuu (331 snusenmughopmHoii akmue-
Hocmu He ebisgaero. Tlo dannoim MPT 20106H020 Mo32a om-
Meuanucs npusHaKu demueaurusupyoue2o npoyecca. 4epes
Hedeato y nayuenma paseunacs NAHUYecKds amaxa, 8 cesn3u
¢ uem emy Obin HazHaueH 6ycnupor 5 me 3 pasa 6 dens. Takoice
nayuenmy 0Obin HA3HAYeH MemuanpeoHusonon 16 me nepo-
PANbHO YMPOM CO CHUMCeHUem 003bl Ha 4 me 1 pasz 6 5 Ouell
0o noaxoii ommenst. annvie noemopHoit MPT eonoenoeo
mo3zea, a maxdce MPT weiinoco omoena cnuHHo20 M0o32a
npedcmaenenst Ha puc. 1. B 6eaom éeujecmee boabuiux noay-
wapuii onpedensitomcst MHO2OHUCAEHHble 04a2U 2UNepUHmeH -

Puc. 1. Maenumno-pe3zonancrnas momoepagus 201081020 mMo3ea hayuenma A. Ilosicnenus 6 meicme
Fig. 1. Magnetic resonance imaging of the brain of patient A. Explanations in the text
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cugHoeo cuenanra 6 pexcumax T2 u FLAIR, ouaeu caeeka
2UNOUHMeEHCUBHO20 cueHanra 6 pexcume T1, 6 mom uucne
IOKCMAKOpMUKaAbHOl U NepUuseHmpuUKyAspHOLL 10KaAU3aYUU,
pazmepamu 0o 9 x 13 mm. Takoce onpedeasiromest cyomeH-
mopuansHsle ouazu 8 Npasoll cpedHell HOJCKe MO3dceuKa
u neeom noayuwapuu mosxceuxa. Ilocae 6sedenus konmpacm-
Hoeo eeujecmea (T1+c) ommeuaemes eco HakonaeHue HeKo-
mopoimu ouazamu. Ouazoé nopascenusi Ha ypogHe uleliHozo
omaena cNUHHO20 M032a He 8bisigaeHo. Yepes 3 nHed nayuenmy
0Obl1 8bINOAHEH AHAAU3 AUKBOPA, 00HAPYICeHbl eOUHUYHbLE
apumpouumst, yumos 21 kaemka 6 1 mxa (4 neiimpoghuaa,
17 aumgpoyumos), yposens deaxa — 0,3 e/a, KoHyeHmpayus
2nKo3sl — 5,5 mmonv/n. Taxoce aukeop Obia uccaedosau
Ha Kaew,e60il sHyehatum c ompuyamenvHslm pe3yaomamon.
Y nayuenma ouaenocmuposarn OPOM. Ilocae evinucku y na-
YyueHma ommeuanacs noaodcumensias ounamuka. Cpok ka-
mamnecmuyeckoeo Habarodenus cocmagua 1 2od.

IunarHocTuka

[penmovrrTe IBHBIM METOIOM HEHPOBU3YaTU3aIlAH TSI
oueHk OPOM gasnsercs MPT. Ona neMoHCTpUpyeT runep-
MHTEHCUBHBIE o4aru rnopaxenus B pexkxumax T2 u FLAIR
yepe3 2—35 gHel oT Havyaia 3a00J1eBaHMsI, KOTOPhIC Ha-
YUHAIOT IIPUOJIKATHCS TI0 MHTEHCUBHOCTH K OKPYXKalo-
UM TKaHaM Mosra Ha 70—1013-i1 nenb. B Hauase 3a60-
JIEBaHUSI 09aru MOpaxkKeHUsI OOBIYHO HE BU3YATM3UPYIOTCS
B pexume T1, xoTs OoJiee KpPYITHbIE MOPaXXEHUST MOTYT
BBITJISIIETh TUTIOMHTEHCUBHO; Ha 14—43-ii 1eHb JaHHbIE
0Yarv MOTYT BBIIJISIIETh TUTIEPUHTEHCUBHBIMU (1 TIPUOJIH-
JKAIOTCS K M30MHTEHCUBHBIM 4epe3 91—756 nHeit). B mo-
JIOBHMHE CJIy4aeB IATOJIOTUsS MOXET BU3YaJIU3UPOBATHCS
B pexuMe DWI. Takke y 1OI0BMHBI NAlIMEHTOB MOXET
HaOJII0MaThCsI HAKOIUIEHE KOHTPACTHOTO BEIIeCTBA OYa-
ramu [2, 8]. Haubomee xapakrepHsl 11t OPOM MHOXeCT-
BEHHBIC PACIPOCTPAHEHHBIC aCUMMETPUIHBIC TBYCTOPOH-
HHE OYary ImopaxxeHus >1—2 cM B uamMeTpe, ¢ HeYeTKMM
kpasmu. [1pu HelipoBu3yalin3auuuy Yyaile Bcero Habona-
€TCsI TTOpakeHHe TITYOOKOIO M IIOAKOPKOBOTO, PeXXe — Iie-
PUBEHTPUKYJISIPHOTO O€J10ro BellecTBa, MHOra — 0a3alib-
HBIX TaHTJIMEB, TajJlaMyca, KOpbI. [JJOIMOJTHUTEIFHO MOTYT
BBISIBIISITECSI MH(PpaTeHTOpUAIbHBIE OYaru MOpaXKeHUs
B CTBOJIE TOJIOBHOT'O MO3Ta, MO3K€UKe ¥ CIMHHOM MO3I¢
(3axBaTeiBatomye 1—2 u 6oJiee TO3BOHOYHBIX CETMEHTA);
OIHAKO OHU peaKo ObIBAIOT U30JIMPOBAHHBIMU 0€3 COITYT-
CTBYIOIIIETO CYIPAaTeHTOPUAIIBHOTO IIOPAXKEHMS TOJIOBHOTO
Mo3ra. [1py reMopparn4eckoM 1 CBepXOCTPOM BaprUaHTax
OPBM moryT 06HapyKMBaThCS 00JIACTH OCTPOTO KPOBO-
U3NUSTHUS [2, 24].

Xotst MPT sBnsieTcst npearnouyTUTEeIbHBIM METOI0M
BU3yaJIM3allNK, IIPOBEACHNE KOMITBIOTEPHOI TOMOrpaduu
(KT) MOXHO paccMOTPETh B HEOTJIOXKHBIX CITy4dasix, YTOOBI
HUCKJIIOUUTD JIIOObIE APYTHUe MOTECHLMATBHO OMACHBIE IS
KW3HU IPUYUHBI HEBPOJIOTMIEeCKOM qucyHKIIU. B Ha-
yaje 3a0osieBaHus KT MoxeT He BBIIBUTH I1aTOJIOTHIO,

ogHako no3gHee OPOM 0OBIYHO MPOSIBISIETCS B BUJE
MYIBTU(POKATBLHBIX 00J1acTeil mopaxkeHus 0eJloro Belle-
CTBa.

Heo6xonuMo OTMETUTH BaXXHOCTb MPOBEAECHUS MO-
BTOPHOI HEMPOBU3YaJIM3AaLIMU BBUIY BO3MOXHOCTH I10O-
SIBJICHUST HOBBIX O€CCUMIITOMHBIX 09aroB.

DnexTposHuedanorpadus MOXeT BBISIBUTh 3aMeIJIe-
HHE OMO3JIEKTPUIECKOM aKTUBHOCTH, a TAKXKe, B HEKOTO-
PBIX CITyYasx, SMIICHTH(MOPMHYIO aKTUBHOCTbD.

IIpencraBnsiem knuHuYeckuii ciaydait OPOM, npu
KOTOPOM BO BPeMSI TMIIEPBEHTUJISIIIMU 110 TaHHBIM DI
OTMEYAJIOCh PETMOHAILHOE 3aMEIJIEHUE B BUJIE BBICOKO-
AMIUTMTYIHON MEIJIEHHOBOJIHOBOM aKTUBHOCTU.

KnuHuuyeckuit cnyyai 2

Ilayuenmra B. ¢ 18 1em nepenecaa suyegparum c eunep-
KUHe3amu uepe3 HecKoabko Mecsayes nocie kopu. Ommeuanuce
caabocme 6 1e60il pyke, Npagbix KOHEHHOCMSIX, N00epeUBAHUSL
6 HUX, 3amednerue peuu. Jleuuracs 6 cmayuonape ¢ noA0lCU-
menbHoll duHamukoi. B nocaedyrowue 200bl yxXyouieHus He
Habaodanocs. B 55 rem nosieuaucs ycanobsvt Ha yacmyio eo-
108HYI0 6046, 6046 6 uiee. AmoysamopHo nposodusace MPT
20/108H020 U CHUHHO20 M032d, 04A20801 NAmMoao2UU He 0bl10
eviaeaeHo. Hepes 200 y nayueHmku noseuauce oHeMeHue
U Henpusimuble oulyueruUs 8 npaswix Koneunocmsix. Yepes 2 ned
nosguAacs ca1abocmp 6 1e6biX KOHeUHOCMAX, U HA CAe0YIOWULL
OeHb pazeunocy oHemeHue 1e6oll noaogunsl mena. Ilayuenmrka
obL1a eochumanuzuposana. llpu nocmynaenuu maksce Oviau
OMMeUeHbl 0JCUBNEHUE CYXONCUNbHBIX pehaeKcos clesa, Om-
cymcmeue OprouHsix peghrexcos, nezkoe cHudiceHue 601e860ll
Yy8CcmeumensHoCMuy cnpaga, memnepamypHoii — caega. Ilpo-
eedennas MPT (puc. 2, a) éviaeusa ouaeo8oe nopasicexue
8eUleCmBa 20108H020 U CNUHHO20 M032a, 8epOsmHee 8cee0,
Oemuenunusupyroweeo eenesa. Ilpu nposedenuu uccredosanus
omMmeuanocy He meHee 8 AKMUBHBIX 04A208 8 NOAYULAPUSX
20/108H020 M032, HAKANAUBAIOWUX KOHMPACMHOE 8eW,ecmao.
Takxce nayuenmixe npoeoounaces ceponocuueckas OUazHOCmu-
Ka Kaeuwesoeo boppenuosa c uccaedoganuem Kposu, 0Kazae-
wascs ompuyamenwvroil 0asa IgM u noaroxcumensroii oas IgG:
ypogeHw anti-Borrelia IgG — 17,3 Ed/ma (>15 Ed/mna — nono-
Jcumenvro). JlanHsle pe3yrsmamel, a makice Omcymcmaue
3a nocaednue 3 2oda 6 anamuese yKyca Kaeuja cguoemens-
cmeyom He 00 AaKMUBHOM, d O PAHHee nepeHeceHHoM 3a00-
nesanuu. Yepes Heckoabko OHell O OGHHBIM HEBPON0UMECKO-
20 OCMOMPa OONOAHUMENbHO OmMe4anucy mempanapes (bonee
BbIPAJICEHHbLI 8 1e601l HUJCHell KOHeUHOCMU), HapyuleHue
(DYHK YUY MA308bIX 0P2AHOB; BbINOAHEHUE NAALYEHOCOBOI NPO-
Obl ¢ MUMOnonadaunuem, NAMOYHO-KOAEHHOU — NPABUAbHO;
Heycmoiuusocms 6 nose Pomoepea. Ilayuenmie npoéodunocs
neyerue memuanpeonuszononom 1000 me eHympuseHHo Ka-
neavHo 7 OHell ¢ nepexo0om Ha NepopanbHbLil npuem npedHu-
3010Ha. Hccnedosanue Ha 0AUOKAOHANbHBIE GHMUMENA BbIAGU-
40 1-i mun ux cunmesa. Taxsce uccaedoganue Ha anmumena
Kk MOI 6 coieopomie kposu (memodom ELISA Sandwich-type
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Puc. 2. [layuenmia B., macnumno-pe30HaHCHAS MOMOSDADUSL 20108HO20 MO32a 8 OUHAMUKeE (a, 0), 2AeKMPOIHUePAN0PAMMA ¢ QYHKUUOHAABHBIMU NPO-
oamu: 3anuce 7 Mk B/mm, 30 mm/c (8). lloschenus 6 mexcme

Fig. 2. Patient B., magnetic resonance imaging of the brain in dynamics (a, 6), electroencephalogram with functional tests: recording 7 uV/mm, 30 mm/s (8).
Explanations in the text
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¢ ucnoavsoeanuem Habopog peacenmog Cloud-Clone Corp.
(CIIIA)) sbisiguno ux HopmanwvHwlil yposerv — 13,5 ne/me (Hopma
0—15,0 ne/me). Ilpu nosmopuom nposedenuu MPT (puc. 2, 6)
0Npeoensinacy KapmuHa MH02004A208020 NOPANCEHUSL 20108HO20
MO032a ¢ 808AeHeHUeM 8 NPOUecCc CNUHHO20 M032d, 6epOSIMHO,
Oemueaunusupyroujeeo xapakmepa. Ilo cpasrenuro ¢ npedsidy-
wet MPT (cm. puc. 2, a) koauvecmao u pazmepsl 04a208 yee-
AuHUAUCH (0CO0eHHO 8 NPOoeKyUlU 3a0He20 poea 1e6020 boKo-
8020 JicenyoouKa, 8 Ne6oll memeHHOl 0oae), Yeeauvulcs
nepughokanvHolli 0meK,; HaKonieHue KOHMpacmHoeo eeuje-
CMea IMUMU 04a2amil 80 8pems Uccaedo8aHus cmano bonee
soipadicennvim. Tlayuenmie 6vira nposedena nogmopras 91
2 ee (hpaemenma 60 8pemsi blNOAHEHUs] PYHKUUOHANbHBIX NPOO
npedcmasnenst Ha puc. 2, 6. Ha ghonoesoil 3anucu peeucmpu-
POBANUCH BCHBIUKU BbICOKOAMUAUMYOHOU AKMUBHOCU Mema-
u denvma-ouanasona (amnaumyooit do 300 mkB) 6 100HbIX,
UEHMPANbHBIX U 3AMBLAOYHBIX 004aCmAX bUramepansvHo.
Ilpu ynKkyuoHanvHbix NPodAxX peaxuyus Ha pUMMUHECKYHO
gomocmumyrsauuio 6viaa caabo ebipadceHa; OMme4anocs yc-
80eHUe pumma 8 anvgha- u mema-ouanasoHe 6 3a0HUX 0oaac-
msx ouramepanvro. lunepeenmunsyus 6v/3v1841a 3HAHUMENb-
HYI0 0e30p2aHu3auuio KOPK0o8oll pUMMUKU. peUCMPUpo8anocs
PecUOHANbHOe 3amedneHue 8 8ude 8blCOKOAMNAUMYOHOU MeO-
JNEHHOBONHOBOL AKMUBHOCU 8 N0OHOIL, UeHMPAAbHOU U 3a-
molro4Holl obaacmsx. Taxum obpazom, HecMompsi Ha HaaU4ue
npeduecmeyioweeo nopaxceruss IIHC (8 éozpacme 18 nrem),
a makice OMpPUUAMenbHO20 Pe3yabIama aHAAU3a Ha GHMUmMena
K MO, 6bin ouaenocmuposearn OPOM. B danvreiiuem ommevanocs
He3HauumenvbHoe yayHuleHue ¢ CoxpaneHuem mempanapesa (bonee
BbIPANCEHHO20 8 16011 HUMICHEI KOHEeUHOCMU) U 2unecme3uiu npa-
8vix Koneunocmei. Ilposodumsie MPT 201061020 U cnuHHO20
Mo32a He 8blasAsNU ompuyamensHoll dunamuku. Cpok kamam-
Hecmu1eckoeo Habn0eHus cocmagun 4 eooa.

Anamm3 niepedpocrmHanbHoi xkuakoctu (LI CXK) BbI-
SBJISIET OTKJIOHEHUsI OT HOpMHI ¥ 50—80 % mamumeHTOB
¢ OPOM. Tak, MoryT onpeaensiTbcs ITUM@OIUTAPHBIN
reonuTo3 (¢ KommyecTBoM JeiikounToB <100 B 1 M)
U cJIeTKa IMOBBIIIeHHBIN YypoBeHb 0enka (<0,7 r/m). Takke
y maiueHToB ¢ OPOM B LICXK MoxeT HabmomaThes 1Mo~
BBILIIEHHBI YPOBEHb OCHOBHOTO OeJika muearHa [2]. Kpo-
Me€ TOTO, JaBJICHHE JIMKBOPA MOXET OBITh ITOBHIIIICHO, YTO
TpeOyeT UCKIIIOUEHUST IPYTUX IIPUYMH ITOBBILIEHUS BHYT-
puyepenHoro napieHus. [1pu remopparndeckKux BapuaH-
Tax OPOM B NUMKBOpe MOXET OTMEUaThCs MOBBILICHUE
YPOBHS 3PUTPOLINTOB.

[Ipu OPBM pexkomeHmyeTcsl OnpeneisiTh ypoBeHb IgG
K MOT B ceiBOpoTKE KpoBU. [1py 3TOM €ro CTOiKMi1 BBI-
COKUIT ypOBEHb MOXKET OBITh IIPOrHOCTUIECKUM (DAKTOPOM
pelarBa Kak y 1etei, Tak u'y B3pocibix [11]. ITockomb-
Ky antutena K MOI BeIpabaThIBalOTCS SKCTpAaTeKalIbHO,
nx ooHapyxeHue B LICXK 1 orcyTcTBUE B CHIBOPOTKE KPO-
BU HexapakTepHo [7]. HecMoTpst Ha 3TO, UMEIOTCS Ucclie-
JIOBaHUS, CBUICTEILCTBYIONINE 00 MHTPAaTEKAIIbBHOM CHH-
te3e [26, 27], 4To TpeOyeT majbHEMIIEro M3y4eHUs
BOITpOCA O JIOKAJIM3aluy cuHTe3a aHTuTea K MOT,

NvnddepeHunanbHaa guarHocTuka

IIpexne Bcero, HEOOXOAMMO TIPOBOIUTE UG GEpeH-
LMajbHyI0 1uarHoctuky OPOM ¢ npyrumMu ayTOMMMYH-
HbeiMU 3a0oneBaHussMu LIHC. B HacTosee BpeMs omnpe-
JIeJIeH CIEKTp ayTOMMMYHHBIX 3aboneBanuii [IHC, pu
KOTOPBIX MOTYT 00pa30BbIBATHCS CIICAYIOIINE aHTUTEA:

— aHTUTeNA K HelipoHaMm [21]:

* aHTUTEJa K BHYTpUKIeToYHHIM Oenkam (Hu, Yo,
Ma2 u np.);

* aHTHUTEJA K BHEKJICTOYHBIM MEMOpPaHHBIM OeIKaM
(akBanopuny 4 (AQP-4), MOI, LGI1, CASPR2,
peuenropy ruuuHa, GABA ,-peuentopy, GABA,-
peuentopy, AMPA-peuenTopy, mGIluR5, DPPX,
D2R, IgLLONS5, neurexin 30, mGluR1 u np.);

* aHTUTEeJA K BHYTPHMKIETOYHBIM O€jKaM, KOTOpHIE
MOT'YT BBIXOAUTH HA TIOBEPXHOCTH BO BPEMSI 9K3011H-
TO3a CHMHAIITUYECKUX ITy3bIpbKOB (amphiphysin,
septin 5, synapsin u ap.);

— a"TuTena K npyrum crpykrypam LIHC (BHeknerou-

HBIN MeMOpaHHBIN 0e10K actporutoB GFAP u np.);

— aHTHUTEJIA, IIOpaXKaloIIe He TOJbKO HEPBHYIO CHCTE-

My, HO ¥ IPyTUE CUCTEMbI OPTAHOB (CUCTEMHBIE ayTO-

WMMYHHBIC 3a00JICBaHM).

CaMbIM pacIpocTpaHEeHHBIM ayTOUMMYHHBIM IeMUE-
JmHu3MpytomuM 3adoneBanueM LIHC sBusieTcst paccestH-
Heli ckitepo3 (PC) (B aHITIOA3BIMHOM JIUTepaType — multiple
sclerosis, MS). Bosnee penkue 3a001eBaHUSI — PACCTPONCT-
Ba U3 CIIEKTPa ONTUKOHEBpOMUEINTA (B aHIJTIOS3BIYHOMN
JuTepatype — neuromyelitis optica spectrum disorder,
NMOSD); antu-MOI-accolimmpoBaHHBIE PaCCTPOICTRA,
BKJTIOYAIOIIe OTaeNabHbIe ciiydan OPOM.

HexoTtopsle aBTOPBI IpeIIararoT BeIACISATh Takue pop-
MBI IEMUETMHU3NPYIOIINX 3a00J1eBaHnii, Kak OPOM—PC
(B aHI0s13bI4HOM JIMTEeparype — ADEM—MS) u OPOM —
paccTpoiicTBa U3 CIIEKTpa ONTUKOHEBpOMUEIUTa (B aH-
mnos3eraHoM mutepatype — ADEM—NMOSD), ecnu ne-
6101 PC 1 paccTpoiicTB U3 crieKTpa ONTUKOHEBPOMUEIM -
Ta 0611 OPOM-nt0m06HBIM [19].

HccnenoBanyre 0IMTOKIOHAIBHBIX aHTUTE PEKOMEH-
JyeTcs Ik mpoBeneHus quddepeHIaTbHON TUarHOCTH -
ku ¢ PC, Tak Kak 2-i TUIT UX CUHTE3a 4acTO BCTpedyaeTCs
npu PC u penko — ipu OPOM [4]. ITpu PC, kak npasuio,
He onpenenstiorcs antutena K MOTI, Torna kak mpu OPOM
B 40 % ciy4aeB BOBMOXHO X OOHapyXeHUe, KaK TOBOPU-
nocs Bhimte [18]. Takxke nna PC 6onee xapakTepHO mopa-
JKEeHHE ITePUBEHTPUKY/ISIPHOTO OESJIOT0 BEIIeCTBa MOJTyIIa-
puit ToJ0BHOTrO Mo3ra, yeM 1mjisg OPOM; crieriipuyHbIM
st PC saBisseTcst mopaxkeHue 1o TUITY «IaiblieB JloycoHa»
[5]. Ouarn nopaxenus npu OPOM 00bIYHO UMEIOT He-
YeTKHE Kpasi, YTO OTJIMYAeT ux oT ouaroB ripu PC [2].

IIpu orpuuatenbHOM aHanM3e Ha aHTUTeNa K MOT
1 OOHApyXeHUU B CHIBOPOTKE KpoBM aHTUTeNl K AQP-4
CJIemyeT 3ar0I03PUTh PACCTPOMCTBA U3 CIIEKTPa OIITHUKO-
HeBpoMUENNTa. TakKe B MOJIb3Y TaHHOTO TUAarHo3a MOTYT
CBUICTEJILCTBOBATh CUHIPOM area postrema (3TIU30bI
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MKOTHI WX TOLIHOTBHI U PBOTHI, HEOOBSICHUMOI APYTUMU
MMPUYMHAMM)), CAMITTOMaTHUYeCKast HAPKOJICTICHIST MJTM OCTPBIi
KIMHUYECKU CHHIPOM ITOPaXKEHUSI ITPOMEKYTOTHOTO MO3-
ra [25]. Kpome Toro, paccTpoiicTBa 13 CIieKTpa ONTUKOHEB-
poMmenuTa 6ojiee XapaKTepHBI IS ITAIIEHTOB XXEHCKOTO
noja, Ae60T 3a00JieBaHUSI OTMEUYAETCsl BO B3POCJIOM BO3-
pacTe; ImopaxeHne CIIMHHOTO MO3ra HabJIIomaeTcs Jaile,
YeM 3pUTEIbHBIX HEPBOB; ONTUYECKUIL HEBPUT B IeOIOTE
3a0o0JieBaHMsl Yalle OQHOCTOPpOHHUI [17].

IMTomuMmo ayrommMMyHHBIX 3a0oneBanuii IIHC, nHorma
HeoOXoAMMO IPOBOIUTE T GEPEHITMATBHYIO TUaTHOCTUKY
OPOM ¢ uH}peKIMOHHBIMY 32007IeBAHUSIMI, HAIIPUMED Py
HaJIMYUH JTMXOPAIKA U MEHUHTEeaTbHBIX CUMITTOMOB C TeH-
neHuyei K yewnenuto. Torma Heooxommo rccienosath LICK
C TIpYMEHEHMEM KYJIBTYPaTbHBIX METOIOB, BUPYCOJIOTMIECKIX
HCCIeIOBaHU (Ha BUPYCHI IIPOCTOTO repreca 1 u 2, 3HTepo-
BUpYC, BUPYC TPUIIIIa, BUpYC DmiTeliHa—bapp, Bupyc BeTpsi-
HOI1 ocIibl, BUpyc 3amagHoro Hwra, nmmroMeraioBupyc)
1 OaKTepUATTbHBIX/BUPYCHBIX CEPOIOTMISCKIX MCCIICIOBAaHII
(anTUTeENa K OOppenuu, OJeTHOM TpelToHeMe, MUKOITIa3Me,
BUpPYCY KpacHyxu) [24].

IIpencraBnsiem knIuHUYeckuii ciaydait OPOM, npu
KOTOPOM TIOTPeOOBaJIOCh IIpoBeacHUe TuddepeHIInaIb-
HOM TMarHOCTUKHU ¢ MH(EKIIMOHHBIM IOPaXKeHNUEM IOJI0B-
HOTO MO3Ta BBHIY ITOBBIIICHUSI TEMIIEPATypHI TeJla, pU-
TUHOCTY 3aTbUIOYHBIX MBILIL, HEOOBIYHOI KapTUHBI MPT
u nurto3a B LICXK.

KnuHuuyeckui cnyyaim 3

Ilayuenmra C., 39 rem. Ha 23—24-ii nedene 6epemer-
Hocmu neperecaa ocmpulii hapuneum. Ha cpoxe 38—39 ned
bepemerHHOCMU 86UAY MA308020 NPeOAeIHCAHUS N100a NPose-
0eno podopaspeulete nymem Kecapea ce4eHust ¢ SNUdypanb-
Holl anecmesueil. Ha caedyrowuil dens y nayueHmyu nossu-
AUCH HCan00bL Ha 601b 6 3aMbLIOHHOU U BUCOUHOU 00aacmU,
wamxocms npu xo0vbe, nadeHusi. 3amem NOOHANACH MeMne-
pamypa 0o 37,5 °C, nossuaucs caabocms 6 1€8biX KOHeUHO-
CMAX U 201080KPYICEHUE, CHUZUAACL KPUMUKA K CBOEMY
cocmosanuro. Omme4anucy Hapyuerue OpueHmayul 8 Mecme
u epemenu, 3amopmoxceHnocms. Ilpu ocmompe obpawanu
Ha cebs HUMAHUe 0egUAYUs A3bIKA 6NPABO, PUSUOHOCHb
3aMbLAOMHBIX MblIUY, nadeHue énpaso 6 nose Pombepea, vl-
noaHeHUe NAAbYeHOCo80l NPodbl ¢ MUMONONAOGHUEM Cle6a,
eemunapes cieea ¢ 2UNOMOHUeLL U 0NCUBACHUEM CYXONCUNLHBIX
pechaexcos, eunecmesus €60l CMONbL, ANPAKCUS, ACIEPEOSHO3
cnesa. Ilpu nposedenuu KT (puc. 3, a) 6 o6eux sucouHo-3amoi-
JI0YHBIX 001ACHSX 20106H020 MO32a ONPEOCASAUCH CUMMEMPUY -
Hble, NPEUMYUeCMEeHHO CYOKOPMUKAAbHble, 2UNOOCHCUGHDbIe
o4aeu nopaxicerus 6 beaom eewecmee. llpu anaruse auxkeopa
ommeuanuce yumos 299 kaemox ¢ 1 ma (98 % neiimpoghunvt,
2 % aumepoyumot), nosoxcumenstas peaxyus Ilanou. Ilo oan-
HbIM 00Ue20 aHaAu3a Kposu Onpeoesaucs Aeikoyumos (neii-
Koyumot 15,7 x 10°/a, 6 neiikogpopmyne omrocumenvibiil
Hellmpoguaes), anemus ne2Kol cmeneHu msxcecmu (3pu-
mpouyumut 3,3 x 102/n, eemoenobun 101 2/n), mpomboyumos

(mpomboyumst 467 x 10°/1), noeviuienue ckopocmu oceoanus
apumpoyumog do 37 mm/u. [Ipu npoeedenuu MPT (puc. 3, 6)
Ha ypoeHe BUCOUHO-MEMEeHHO-3ambLIOYHOU obnacmu 000ux
noaywapuii 8vis8ASAUCS OOUWUPHBIE NAMOA0CUMECKUE 30HbL
omeKa 8euecmsa 20108H020 M032d, HeNpasuUAbHOU hopmel,
oe3 yemkux koumypos u eparuy. Ha DWI-uzobpaxcenusx
uuleMu4eckKux UMeHeHUll 8 geujecmee 20408H020 M0O32d
He ommeuanocs. Tlocre 6HympueenHoeo 66edenuss KOHMpPacm-
HO020 8euecmaa 8bis8AA10Ch €20 Namono2u4eckoe nepugepu-
Yeckoe HAKONAeHUe MHOJCeCMBEHHbIMU PAZHOKAAUOePHbIMU
ouaeamu. Bmu ouasu pacnonazairucb 8 KOPMuUKaibHOM
U CyOKOpMUKANbHOM 8elecmee GUCOYHO-MEeMeHHO-3ambl-
JN04HOI 001acmY 000UX NOAYUWLAPULL 20108H020 M032a U OblAU
OKDYICEHbl MACCUBHBIMU NEPUPOKANbHBIMU USMEHEHUAMU
(omekom). Bce namonoeuueckue uzmeHeHus Umeau cynpa-
meHmopuanvHyro aokarusayuio. Ilayuenmie nposodunoce
uccnedosarnue IICXK na pazauynoie ungexyuonHble 6030y0u-
meau memodom noaumepasuoil yennoii peakuuu: Chlamydia
trachomatis, Ureaplasma urealiyticum, Gardnerella vaginalis,
Candida albicans, Cytomegalovirus, Herpes simplex I u 11,
Mycoplasma hominis, Mycoplasma genitalium, Mycobacterium
tuberculosis, Epstein—Barr virus, Varicella Zoster virus, Toxo-
plasma gondii. Pezyromam okazancs ompuyamenbHbim.
COVID- 19 makaice 6bin uckaoueH no pesyromamam 1abopa-
mopnuix uccaedosanuil. Taxum o6pazom, 6bia npeonoaoiceH
OPOM gsudy omcymcmeus ybedumenvHbix 0aHHbIX, YKA3bL-
saroujux Ha ungexyuonroe nopaxcerue IIHC. Ilayuenmxe
HasHaven memuanpednusonon 1000 me/cym eHympueeHHo
KanenvHo Ha 5 Oneil. Yepes Hedearo Ha ghoHe neuenuss onpede-
asaace noaodcumensras dunamuka. Ilpoeedena noemopras
MPT (puc. 3, 8). Caedyrouias MPT 6vira ebinosnena uepes
mecay (puc. 3, 2). Aannvie MPT demorcmpupyrom noaoxcu-
MenbHYH0 OUHAMUKY NAMOI0UMECK 020 NPOUECCa HA (hoHe AeueHUsl.
B OanvHeliuiem ommeuanoce npaKmuyecku HOAHOe 80CCIMAHO8-
JleHUe ¢ COXPaHeHUeM 1e2K020 nape3a 1eoll Ho2u U unecmesuu
sesoil cmonst. Ilo dannvim nosmoproii MPT 2on06noeo mosea
maksice OMMeanacs nonodcumensras ounamura. Cpok kamam-
Hecmuueck02o HabaodeHus cocmasua 1 2o0.

B HekoTOpBIX cTydasix BO3HUKAIOT TPYIHOCTHU B AU(D-
¢epenumanbHoi nuarHoctuke OPOM ¢ HoBooOpa3oBa-
HugMmu. Torga MoxeT nmpoBoauThes uccnenoBanue LICK
LIUTOJIOTUYECKUM METOJIOM 1 METOIOM ITPOTOYHOM IIUTO-
METPUU, PEIKO BO3ZHMKAET HEOOXOAMMOCTb B OMONCUU
TOJIOBHOTO Mo3Ta [24, 28].

IIpencrasisieM KAMHUYECKUI ciay4dyaill pa3BUTUS
OPOM y naumeHTKN C TUCTUOLIMTO30M M3 KJeTokK JlaH-
reprasca.

KnuHuueckuit cnyvau 4

Ilayuenmra D., 1 200 8 mec. B anamnese nayuenmiu —
OnumensHoe meyeHue 2UCMUOYUmo3a uz kaemox Jlaneepeanca.
Ommeuena peppakmepHocmo K XUMUOMEPANUU, MAPeemHOLL
mepanuu MEK-uneubumopamu, 6 césasu c yem 0bii HA3HAUEH
010K noauxumuomepanuu ¢ KA0Qapabunom u yumapaOuHoM.
Tlonuxumuomepanuro nayuenmka nepeHecia yooeiemeopumenb-
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Puc. 3. Komnvromepnas momoepaghus 201061020 Mo32a (a) u MASHUMHO-PE3OHAHCHAS MOMOSPAPUSL 20106H020 M032a 8 duHamuke (6—e) nayuenmku C.

TosacHenus 6 mexcme

Fig. 3. Computed tomography of the brain (a) and magnetic resonance imaging of the brain in dynamics (6—e) of patient C. Explanations in the text

HO, 00HAKO cpedu nobo4HbIX 3¢hghexmoes Habadanucs cemMamo-
J0eutecKas mokcuuHocms u sumepoxoaum (Norovirus, Klebsiella
oxytoca). Ha 14-ii denv c Momenma oxkonuanus mepanuu 6bi10
OmMeHeHO yCuneHue CUMIMoMoe sumepokoauma. Taxice nayu-
eHmKa noayyana mpamaoon 2 me/ke, Ha oHe 4eeo NoseUAacs
CcoHaueocmv. Bnocaedcmeuu mpamadon bvin HazHaueH ROGMOp-
Ho, uepe3 6 u pazguaucs cyoopoeu. Ilocae ux Kynuposanus nos-
BUNOCH YeHemeHUe CO3HAHUS HA epaHuye conopa u komvl. bouia
npogedena MPT eonoenoeo mozea (puc. 4). Ouaeu nopasicenus
ONpedensiiucChy 8 Cmeone Mo3ea, NOAYUAPUSX 20108H00 Mo3ed,
¢ 3axeamom benoeo u cepoeo seujecmea. Ouagu KpynHoeo pazme-
pa, ¢ Hewemxumu epanuyamu, 6 pexicume T1 eviersidenu eunoun-
meHcueHo, 6 pexcume T2 — eunepunmeHcueHo, nocie KOHmMpa-
cmuposanus (T1+c) ouaeu He Hakanauearu KOHMpAacmHoe
seujecmeo. B danvretiuiem HabA0AA0CH YacmUMHOe YAyHUeHUe

C COXpaHeHUeM Hegpoaou4eckoeo deduyuma (MOHOKYAAPHAS
cAenoma, nomepsi Hagblkoe Xo0b0bl U cmosHUs 6e3 onopwt). Jlan-
Hblll cayqail mpebyem OugbghepeHyuanvHoll OUAeHOCMUKU C eUC-
muouumoszom L[HC, nobounsim aghgpexmom xumuomepanuu,
ungexyuorroim nopaxceruem IIHC u OPOM, mak kak kauHu-
yeckue dannvle u danuvie MPT 201061020 Mo32a yiaadviearom-
s 6 OauHblil duaeno3. Cpok KamamHecmu4eckoeo HabaroeHus
cocmasusn 1 200.

JleyeHue

[Mpenaparamu 1-i muauu wist nedeHuss OPOM ssinsi-
1otcs rmokokoptukocteporabl (I'KC) B BeIcokoit mo3e.
OOBIYHO Ha3HAYAECTCS METUJIIIPEAHU30JIOH BHYTPUBEHHO
KamnenbHO B TeueHue 3—10 gHeii. ATbTepHaTUBHBIE CXEMBbI
BKJTIOYAIOT METIJIIIPEIHU30JIOH B 00JIee HM3KOM 103¢ WIN

17
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Puc. 4. Maenumno-pe3onancnas momozpagus 201061020 mosea havuenmku D. Tlosichenus 6 mekcme
Fig. 4. Magnetic resonance imaging of the brain of patient D. Explanations in the text

nekcaMmeTa3oH. OTCYTCTBHE YIIyUIICHUS WIN YXYAIICHHE
COCTOSTHUSI MOXET OBITh IIPOTHOCTUYECKU HeOIaronpusiT-
HBIM IIPU3HAKOM, IIPEIIOoJaraloiiuM MOJHUEHOCHBII
CTEPOUIOPE3UCTEHTHBIN BapraHT OPOM, unu cBuaeTelb-
CTBOM ajibTepHaTUBHOro nuartHosa. Ecim neuenne 'KC
WMEJIO TIOJIOXUTEIBHBIN 3G (EKT, TOMOJTHUTEIbHAS M-
MYHOTEpAaIus MOXET He MOHanoouTecs. [locne mpumene-
Husg 'KC napeHTepanbHO B BBICOKOI 103€ MTalleHTy Ha-
3HavaloTcsd nepopanbHbie ['KC, HarpuMep npeaHN30JI0H
B TeyeHue 4—6 Hel ¢ MOCTENEHHBIM CHIKEHUEM J03bI.
Jleuenne 'KC MOXHO HAaYMHATH OMHOBPEMEHHO C IIPU-
€MOM allMKJIOBUPA WJIN aHTUOAKTepUAJIbHBIX IIPEIIapaToB
y IAaIIMEHTOB C MOI03peHNEM Ha MH(MEKIIMOHHOE 3a00J1¢-
BaHME: IIPY MEHWHIEAJbHBIX CUMIITOMAX, JIMXOPaIKe,
OCTpOi#l 3HIehATONAaTUA W IIPU3HAKAX BOCIAJICHUS
10 JaHHBIM aHam3a kposu win LIC2K. JIpyrre MeTomnsl jie-
YEHUSI, TAKKE KaK BBEICHNE BHYTPMBEHHOTO MMMYHOIIIO0Y-
JIMHA U T1a3Madepes, CIUTAIOTCS Tepartieil 2-ii TMHUKY ITpu
crepounope3ncteHTHOM OPDM. B MOTHMEHOCHBIX U pe-
(paKkTepHBIX CITyJasix B IOTIOTHEHHE K IIEPEUNCIICHHBIM Me-
TomaM JieueHus1 BapraHToB OPOM ¢ HEKOTOPBIM MOJIOXKK-
TEJTBHBIM PE3YJIBTaTOM MOXKET IIPUMEHSIThCS PUTYKCUMAO
/WK IUTocTaTuKu (ukimodochamun) 2, 3, 13, 24].

CBepxocTpble 1 MOJIHUEHOCHBIe BapuaHTel OPOM
MOTYT IIPUBOIUTH K ITOBBIIICHUIO BHYTPUIEPEITHOTO aB-
JICHUsI, 9TO TpeOyeT Ha3HAYCHUSI TUIICPOCMOJISIPHOM Te-
panuu Ijisi yMeHbIIeHUsT OTeKa Mo3ra U 6apouTypaToB —
IUISI CHUDKEHUST MeTaboaudeckux rnorpedHocreit. Korna
MEIMKAMEHTO3HOM Teparuy HeI0CTaTOYHO, MOTYT IpO-
BOIUTHCSI HEHPOXUPYPIUIECKUE BMEIIATEIBCTBA: MOHU-
TOPUHT BHYTPUUCPEITHOTO NABJICHUS, HAPYXKHOE IPCHM-
POBaHNE XKEJTYIOYKOB, B XKU3HEYTPOKAIOIINX CITyIasX MOXKET
BBITIOJIHATHCS TeMUKPAHUIKTOMUS. TakKe MPOBOIUTCS
ITOAePXKUBAOIIIAsI TepaIsI, KOTopask MOXET BKIIIOYATh aH-
TUSTTJIETITUYECKHE TIpETIapaThl, KOPPEKIIMIO BOTHO-3JIEK~
TPOJIUTHBIX HapyIICHUH, IMPOPUIaKTUISCKYI0 aHTUKOA-
TYJASTHTHYIO Te€pamnuio I IIpeIoTBpalleHUsT TpoM0bo3a
[JIyOOKMX BeH y MALIMEHTOB C BBICOKMM PHCKOM, UCKYCCT-
BEHHYIO BEHTUJISILIVIO JieTkux [24].

MporHos

JleranbpHocTh ip OPOM vy geteit cocrasnsier 1 %,
y B3pocibix — 10 12 %. IIpu OPDM MoryT oTMedaThest
penKue ciaydam TSKeJIOro TeMOopparundeckoro HeKposa
(OCTpHBIi TEeMOppaTMIEeCKUii JIeHKo3HIIehaaIuT XepcTa),
MPUBOJISILETO K OBICTPOMY IIPOIPeCCUPOBAHUIO 3a00J1e-
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BaHUS ¥ CMEPTH, OCOOCHHO IPH ITOPaXKeHWHU CTBOJIA TO-
JIOBHOTO MO3Ta. B oCTanbHBIX CITyJasiX IMPOTHO3 MAIIMEHTOB
¢ OPBM BapbupyeT OT YIOBIETBOPUTEIHLHOIO IO XOPOIIIe-
T0, HO Y ITAITMEHTOB C TSDKEIBIM HEBPOJIOTUICCKUM edu-
LIMTOM BO3MOXKHO €T0 CTOMKOEe COXpaHEeHHE ITOCTIE BBI3I0-
poBieHusl. Ilepron BocCTaHOBIEHUSI OOBIYHO 3aHUMAET
HeIeIr WU MecsIHl [2, 9].

IIpencraBnsieM KIMHUYECKU ClTydait OCTPOTo reMop-
parm4ecKoro JeiikosHIedanuTta Xepcra.

KnuHuueckuit cnyyai 5

Hayuenmxa E., 44 200a. Ilocae OPBH nossuaucs sca-
100l HA MOWHOMY, MHOCOKPAMHYIO PEOMY, OUAPerd, AUX0-
padky. bvir 06Hapyicen myboosapuanvrblii abcyecc, no no6ody
Ye20 nposederHo onepamusHoe emeuiamenscmeo. Yepes 10 oueii
NayUeHmKa no4yecmeosana peskyr ciabocms 6 npaeoii pyxe,
danee pazeuics mempanape3 00 CeneHu niesuu cnpasd,
omMe4anuch yMepeHHvle KoeHumueHvie Hapyuenus. Ilpu no-
CIMYRACHUU 8 CMAYUOHAD YPOBEeHb APMEPUANbHO20 0a8ACHUS
cocmaensn 170/100 mm pm. cm., ysceHuuna npedsnsinia
canobvl Ha caabocmv u 201080Kpyicenue. Ilpu uccredosanuu
LICK 6b110 ommeueno npeobaadarnue neiimpogpunoe (85,7 %)
Hao aumepoyumamu (14,3 %). I[Ipoodunocs reuenue anmu-
2UNEPMEH3UBHBIMU U CAXAPOCHUICAIOWUMU NPenapamam;
ObLAU HA3HAYeHbl aHmubaKmepuaivhole (Memponuoason,
BAHKOMUYUH, AMUKAYUH) U NPOMUB02PUOK08ble (HUCMAMUH,)

npenapamut 6 covemarnuu ¢ I'KC (Oexcamemason). Hanee
OMMEUANUCh CHUICEHUe NAMAMU U 6HUMAHUSL, MblUeYHble
cnasmol 8 npagoil pyke u 3adepicka mouu. Ilpu ocmompe
3ape2ucmpupo8ansl 2UNEPMOHYC 8 NPasoll pyke ¢ 0Jcusie-
HUeM CYX0XCUAbHBIX pehaeKcos U cUNOMOHYC 8 NPAGoil Hoze
CO CHUDICEHUEM CYXONCUNbHBIX peghieKcos, 2unecmesust npagoil
Hoeu om ypoeHsa naxoeoli ckAadku 0o cpedHeil mpemu 6edpa.
IIposedena MPT weiinoeo omoena chuHH020 M0O32a U 20108HO20
mozea (puc. 5). Onpedensiauco MHOJCECBEHHbIe PASHOKANU-
bepHble ouazu 6 KOPMUKANbHOM U CYOKOPMUKAAbHOM Geujec -
6e NoAYUapuil 20106H020 M032a, 0e3 HemKUX KOHMYPO8 U epa-
HUY, a makdice CAUGHbIE 04aU NOPACEHUSI HA YPOBHE PO208
b0Kk08bix Jcenydouxos. Tlapacacummansro 6 KOPMUKAALHOM
U cyOKOPMUKAAbHOM Bewjecmae 20108H020 M032a ONpedesiiucy
ouaeu HenpasuAbHOLL HOPMbL C 2eMOppaUMecKUM NPONUMbIEA-
Huem. B weiiHom omdene CHUHHO20 M032a NAMOAORUU He 00HA-
Dpyducero. B cesazu ¢ samum bbin ycmarosneH 0uazHo3 ocmpoeo
2emoppazuyeckoeo neikosnyeparuma Xepcma. llayuenmie
oObL1 HasHaveHn memuanpeoruzonon 1000 me/cym eHympueeHHo
kaneavro Ha 10 dueil, danee — naazmadghepes. Bnocaedcmeuu
Y nayueHmKu Habao0arocs Kaunuveckoe yayuuienue. Cpok
KamamHecmu4ecko2o Habno0eHus cocmasun 5 aem.

Cpeny MPOrHOCTUYECKMX TTOKA3aTeNel, KOTOPhIE CBSI3aHbI
C HEOIArOMPUSTHBIM UCXOIOM Y JIETE, MOXKHO BBIIEUTD JIM-
XOPanKy U MEHUHTEaTbHbIE CUMITTOMBI B HauaJsIe 3a00J1eBaHUS;
ITHEBMOHUIO, ACCOLIMMPOBAHHYIO C UCKYCCTBEHHOW BEHTUIISI-

Puc. 5. Maenumno-pe3onancnas momoepagus weiinoeo omoena cnuHHO20 Mo32a U 20106H020 Mo3ea nayuenmku E. [loscnenus 6 meikcme
Fig. 5. Magnetic resonance imaging of the cervical spinal cord and brain of patient E. Explanations in the text
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LY€M JIETKMX; UBMEHEHME YyBCTBUTEILHOCTH B pasrap 3a0oJie-
BaHUs 1 MIOpasKeHNe HIDKHUX MOTOHEpoHOB [6]. Kpome Toro,
TakKue (PAKTOPbI, KaK ONTUUECKII HEBPUT, CEMEIHbII aHaMHe3
BOCHAJIMTEITLHOTO IEMUETMHU3MPYIoLLEero 3adoneBanust [IHC
U OTCYTCTBUE HEBPOJIOTMYECKUX OCJIOXKHEHMI, aCCOLIMMPYIOT-
Cs1 C TTOBBILIIEHHBIM pUcKoM periansa OPOM [16].
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Tosnoruu. Tak, oOHapyXuBaeTcsl Bce OOJIblle JeMUETr-
HU3UPYIOIINX 3a00JIeBaHNI, KOTOPBIE MOTYT IPOTEKaTh
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