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MbluieyHoeo curanca y nayuenma c BAC.

Kntouegvie cnosa: 60kosoti amuompouueckuii cknepos; Muacmerus; amumend K ayemuaxoIuHOBbIM peyenmopam; 60nesHs
0suzamenbHO20 HelipoHa

Wcrounnk ¢punancuposanus. Pabora BbinoHeHa 3a cuét cpeacTs [porpamMmbl CTpaTernyeckoro akaaeM1yecKoro TuepeTsa
Baukupckoro rocyaapersenHoro MeauuuHckoro yHusepeuteta (IIPMOPUTET-2030).

Kondnukr uHTepecoB. ABTOpHI [IeKNapUpyIOT OTCYTCTBHE SBHBIX U NOTEHIHANbHbIX KOH(IMKTOB MHTEPECOB, CBS3aHHBIX
¢ nyO/nMKalieil HacTosmel cTaTby.

Anpec nna xoppecnongenuuu: 450008, Poccus, Yoa, yn. Jlenuna, 1. 3. balkupckuii rocyfapcTBeHHbIN MeAULUHCKHI YHUBEp-
cutet. E-mail: mansur.kutlubaev@yahoo.com. Kyrny6aes M.A.

Jlns uutuposanus: [leppymuna E.B., Kytny6aes M.A., Marskanos P.B.,, Bpaskuukos M.B., ®appaxosa C.M. Bokogoit amuoTpo-
(uueckuii CKIEpO3 U MUACTEHKS IPABKC: KOMOPOUAHOCTD U AuddepeHiabHas JUardoCTUKA. AHHAIb! KIUHUYECKOL U dKcne-
pumeHmanvHoii Hegponoeuu. 2024;18(4):117-122.

DOI: https://doi.org/10.17816/ACEN.1098
Mocrynuna 01.03.2024 / [punsra B nevars 02.09.2024 / Ony6imkosana 25.12.2024

Amyotrophic Lateral Sclerosis and Myasthenia
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Abstract
Amyotrophic lateral sclerosis (ALS) and myasthenia gravis (MG) are both characterized by primarily motor deficit, and their differential diagnosis
may be sometimes challenging. We present a case report of a patient with late-onset ALS, which was initially misdiagnosed for anti-acetylcholine
(anti-AChR) antibody-positive MG. In some cases, ALS has been thought to be triggered by MG. In the presented case report, elevated anti-AChR
antibody titers (positive anti-AchR Ab) had no clinical significance and possibly indicated an immune response to structural changes in the postsyn-
aptic membrane of the neuromuscular synapse in the ALS patient.
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Bokogoii amuoTpoduueckuii cknepo3 (BAC) 1 MuacreHus —
7B 3ab07eBaHus, SPOM KIMHMYECKON KapTHUHBI KOTOPBIX
ABJIAIOTCA JBUraTe/bHble HapyeHus. OfHAKO AeTasbHbIN
aHanu3 KIMHUYecKOH KapTHHBI, KaK MNpaBUIO, I03BOJISIET
YCTaHOBUTb TOYHBIN UAarHo3 yxe Ha aTame ocMoTpa. BAC
XapaKTepu3yeTcs pa3BUTHEM CMELIAHHOTO aCIMMeTPHYHOr0
nape3a, KOTOpbIil He BOBJIEKaeT [71a30/iBUraTe IbHbIE MBIILIL{bL.
3aboneBaHue vMeeT HEYKJIOHHO [POrPeCcCUPYIOILIee TeueH: e,
U COCTOSIHYE NTALMeHTa He MeHAETCS B OTBET Ha BBe/ieHHUe Jie-
KapCTBeHHbIX cpe/icTB. OCHOBHOE MPOsBIeHHe MUACTEHUN —
MblllieyHast c1aboCTh ¥ aTONOTHUECKas YTOMISEMOCTb; s
He€ xapakTepeH TUIIOJIOTMYECKUii MaTTepH paclpe/ieNeHns
Tape3oB C NpeUMYIecTBEeHHbIM BOBJIeYeHHeM I/a30/BUra-
Te/bHOM, MUMUYECKOH 1 OynbOapHOit MyCKy/IaTypbl, MBILIL|
T05ICOB U MPOKCHMa/bHBIX OT/Je/N0B KOHeuHocTed. TeueHue
muacTeHuy (QIOKTyUpyioliee, a BBe[EHWE MHIMOUTOPOB
aneTuIxoarHacTepasbl (MAXD) Jaét ObICTpbIH MOMOKUTETb-
HbIli 3D PEKT.

Tpyruoctn muddepennyansHoit auarHoctuku BAC u Mua-
CTeHHH MOTYT ObITb CBsI3aHBI ¢ psinoM dakropom. HexoTopeie
¢dopmbl BAC mpoTexaioT ¢ penMyIecTBeHHbIM [I0pakeHHEM
neprepryecKoro MOTOHEIPOHa, HA PaHHMX 3JTalax BOBIIE-
Kast To/bKO OynbOapHyto Myckynatypy Ge3 sBHbIX arpoduii u
dacuuKyAuMi A3bIKa, TeEM CaMbIM HANOMMHAS MHUACTEHHUIO.
C npyroi#i CTOpOHBL, MuacTeHHs: MoxeT HamomuHaTb BAC.
Hanpumep, bopma 607esHH, accoLumpoBaHHas ¢ aHTUTeIaMu
K MBIIIeYHO-CIIelpUUecKoil TUPO3UHKMHA3e, XapaKTepH3yeT-
Csl aCMMETPHUYHBbIMK Tlape3aMu Oe3 BOBJIEYEHHS! [V1a30/iBUTa-
TE/bHBIX MBILIL, HO PAHHUMH JIbIXaTebHBIMY HapYIIeHUsIMA.
llpu panHoit (opme GoresHM [OBONBHO ObICTPO HapacTa-
eT Iapes, BIVIOTb 10 pasBuths atpoduy, a BBezeHMe HAXD
He /1aéT SBHOrO NonoxurensHoro addexra [1].

[nddepenipanbias auarHocTika Muactenud U BAC nmeert
NpUHLMIKAIbHOE 3HaueHle B CBA3Y C pa3HbIMU NOAX07a-
MU K JIeYEeHHI0 9TuX 3aboseBaHuii. B ciyyae mMuacTeHun
noa60p MMMYHOMOZIY/IUPYIOLIEll Tepanuu Mo3BOJSET JI0-
OUTBCS TI0JI0KUTE/IBHOTO Pe3y/bTaTa, B TO BPEMs KaK MpH
BAC mpuMeHeHVe ITIOKOKOPTHKOCTEPOUIOB He Aaét 3d-
dekTa, a NepCNeKTUBHbIE HAMPABIEHUS IeUEHUS CBS3aHbI
C pas3/MYHBIMU CTpaTerusiMu HeiporpoTekuuu. Hibke mpen-
CTaBJIEHO K/JIMHUYECKOe HabsiofieHe MalueHTa, y KOoTo-
pOro W3HauanbHO Oblid [WATHOCTMPOBAHA MUACTEHHS
C MO3HUM HAayajoM, BbIABJIEHbl aHTUTE/A K alleTUIXO0JIM-
HoBbIM perenitopam (AXP), omHako Oosee TiiaTesbHbIi
aHaNu3 KJIMHUKO-WHCTPYMEHTAaJbHbIX A&HHBIX M03BOJIMT
ycTaHOBUTb Auarno3 bAC.

Knunuueckoe Haﬁnmuem/le

[Tarument H., 81 rop.

JKanobbi: HapylieHne II0TaHWA KaK TBEPOH, TaK U XKUIKOM
TWLLY, 3aTPyHEHYe TIPY MepeKEBbIBAHKY MUY, TIOMEpXUBa-
HYE, THYCAaBOCTb ¥ CHUKEHHE 3BYYHOCTH T'0JI0CA, BbIPaKeHHAs!
c1ab0CTh B MBILILEAX BCEro Tenmd, 0COOEHHO B MBIILAX IIEH
(«roymoBa BHUCUT») 1 HOT.

AHamne3 6onesHu. BonbHbiv cebst cuntaet okoso 1 roza, Kor-
Jia TosABU/IAch C1aboCTh B MPaBOil pyKe, KOTOpast MOCTENeHHO
pacnpocTpanuiach Ha BCé Teno. Yepes rog oKpy»Karouue cra-
7Y 3aMevaTbh HEeYETKOCTb peun. Peskoe yxy/iieHne cOCTOSHNSA
TIPOM30LITIO 33 MeCAL /0 MOCTYIVIeHUs B CTaLMOHap B BUJE
OCTPOTO HAapyIUEHUA IVIOTAHNUS, B TOM YKMCTIE CJTIOHBI, 8 TAKXKe
c71ab0CTH B HOTax, KOTOpasi HapacTasa B TeyeHHe MecsLa.

Conymcmeyroujas namonozus. B aHamHese y nauueHTa 0a-
3aJIbHO-K/IETOYHBIHA paK KOH, JIOKaIM30BaHHbINA Ha repesjHeit
TIOBEPXHOCTY TPABOH IIOJIOBUHBI IPYAHOM KJIETKH, KOTOPBIN
6bu1 onepupoBad B 2021 T, yueBas ¥ XMMUOTEPAIKA He Tpo-
BOZM/IACk; aJieHoMa MpeAcTaTeNbHOM JKerne3bl (omepupoBaHa
B 2021 r.); runepronnyeckas 6onesup Il cramuu Gonee 10 nier,
KOppUrHpoBaHa MpYEMOM KOMOMHMPOBAHHOTO —Mperapara
amyIofMITvH/BancapTas/rurotuasuy, 5/160/12,5 mr; kypun Ha
npotspkeHun 40 ner 1 mauky B cyTku (He kyput c 2004 r);
ImMTeNbHOe BpeMsa pabotan Ha crpoiikax (mocienmve 20 et
[0 BBIXOZIA HA TMEHCHI0 B Bo3pacTe 65 JeT — KPaHOBIIUKOM).
CryuaeB mop06HbIX 3a007€BaHMIT § POACTBEHHUKOB He GbLIO,
oTel] TALKEHTa YMep B paHHEM BO3pacTe BC/E/CTBUE TpaB-
Mbl, Y MaTepy aHaMHECTMYECKU ObUIA TIPU3HAKHM, XapaKTep-
Hble U1 TAapKMHCOHM3MAa (TPEMOp KOHeuHOCTed, Opamu-
KVHe3Usl, CKOBAaHHOCTb), TH(OPMAIIMK O IUarHo3e Her.

[TauyeHT 6bUT SKCTPEHHO TOCIUTATU3UPOBAH B LEHTPAIbHYIO
paiionnyto GonbHuity. [Tpy moCTyIIeHNH ObUT YCTAHOBTIEH [I1-
arHos: epebpoBacKysapHoe 3aboseBaHue. Bbu mpoBesieHbl
0OLIEKTMHAYECKUE MCCTIENIOBAHNS KPOBM — BCE B Mpefiesiax
pedepeHCHbIX 3HAauUeHHil, B 0O0IEM aHA/IM3e MOYM — yMe-
peHHas JIEMKOLMTYPUS; MO JJAHHBIM 3/1€KTPOKapAUOrpaMMbl
BIIEPBbIE BbIAB/IEHA XPOHMUECKAsA (pUOPWILIALSA TIPe/CEPHii.
Jlo Hauana nievenns MAXD maiuenty Oblia IPOBEZIEHA TIEK-
TPOHEPOMUOTpaMMa B PeXUMe MHUOPUTMUYECKOH CTUMY-
NALMK ¢ yacToToi 3 I ¢ KpyroBoit MbILLIbI I71a3a, HOCOBON
MBILIL[bI, BYOPIOIIHOA MBIIIIbI, J€JIbTOBUIHON MbIIIL{bI,
MBIIIIIbI, OTBOASINEN MHW3WHel DbIin BBISBIEHBI M3MeHe-
HUf, KOTOpble MHTEPIPETUPOBAIM KaK HapyIUEeHUS HEepPBHO-
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MBIIIEYHO! Tlepefiaud Ha MOCTCHHANTHYECKOM YpOBHe (fe-
KpeMeHT 1632%, MOCTaKTMBALMOHHOE O0OJIErYeHHe W KMCTO-
weHve (puc. 1), mocse yero AMarHo3 repecMOTPEH B IMOJb3Y
MHUAaCTeHUH. BbUT ycTaHOB/IEH HAa30racTpasbHBIA 30H[, Ha-
yata tepamus MAXD (mupupocturmuHa Opomup 180 mr/cyr)
¥ IMIIOKOKOPTUKOCTeponamMu (penHn3onoH 70 mMr/cyT exe-
nHeBHO). Ha oHe Teparvu nporpeccuBHO Hapactana ofuas
cnabocTb, 0c0OEHHO B HOTax, ¥ MOSIBUJIMCH 3Ka100bl HA OfIbILL-
Ky, BEpOSTHO, BCJIEICTBUE Pas3BUTHs MOOOUHBIX 3 EKTOB
(HecTabUIBHOCTD APTEPUANIBHOTO [ABJIEHHs, YCyryorneHue
HapylleHu# putMa cepaua, mvkemusi). [lamuenT nmepecran
CaMOCTOSTE/bHO TIepe/IBUTaThCl.

Jl14 yTouHeHMs AuarHosa M KOppeKLWY JieueHus NaljieHTa
JIOCTaBUIM B OT/e/IeHHe HeBPOOruM Pecry0IMKaHCKOM
K/THIYecKor GombHuipl um. [T, Kyatosa.

[Ipu moctyrnenuy B otaeneHye HeBponoruu: poct 180 oM, Bec
67 xr (moTeps maccel Tena coctaswna 15 kr 3a 1,5 mec), uH-
nekc maccel Tena 20,68 kr/m? yacroTa fpixaHus 19 B MUHYTY,
CHUKEHA 9KCKypcus rpyaHoi kneTku. Otéku roneneid. Caty-

C

Puc. 1. JnekrpoHeiipomuorpamma nanuenta H.

A — m. deltoideus dextra, nepBuyHBIA HeKpeMeHT amruTyzp! (1-5)
35%; B — mocrakruBawyonHoe o0serdenye; C — MOCTAKTHBALMOHHOE
UCTOLLIEHKE.

Fig. 1. Electromyogram of the patient N.
A — m. deltoideus dextra, primary amplitude decrement (1-5) 35%;
B — post-activation depression; C — post-activation exhaustion.

b0K0BOI aMUOTPOCHMYECKMIA CKNEPO3 U MUACTEHUS

pauus 91%, Ha MHCYQONANMM YBIAKHEHHOTO KUCIOpOZA —
97%. ToHbI cepalia apuTMUYHB, yuatieHsl, mynbe 100 ya/muH.
[luranue yepe3 Ha3oracTpasbHbIA 30H7. B ocTanbHOM comaTu-
Yeckuii cratyc Oes SIBHbIX H3MEHeHHil.

Hesponozuueckuti cmamyc: IBUKeHKS Ia3HbIX AOIOK B 10J1-
HOM 00bEME, /IUIUIONUK HET, CK/Ia KPYrOBOW MBILIIBI I71a3
5 6asIoB, C/Ia JKeBaTeIbHbIX MBILIL CHIKEeHA [0 3 6asos,
OTMEYaeTCsl UX TUMOTPOQUS, HIDKHEUEMOCTHON pediiekc
HE TIOBBILIEH, JIML0 CUMMETPUYHOE, CHTA MAMHYECKHX MBI
[0CTaTOuHas, rurnodOHus, OrpaHUueHre TObEMa MATKOTO
HEOA, CHIDKEHbI TIOTOYHbIN pedriekc U pedrieKchl ¢ aysKek
Markoro Héba, mucdarud, au3apTpus, neproardeckie Gu-
OpWUIAPHBIE MOAEPrUBaHHUS MbIIIL] A3bIKa Oe3 runoTpoduy,
orpaHuueHdss 00bEMa JIBYKEHUH A3bIKA U CHIDKEHMS CHJIbI
HeT. X060TKOBBIH, Ha30/1a0MabHbIA PedIEKChI TION0KUTEb-
uble. Cua Mbin pasruGareneit weu 1 Gami, crubateneit
2 6asia (TaK Ha3bIBAEMBIHA CHHPOM «CBUCAIOIIEH TOIOBbI).
Y natueHTa oTMeuanach KIMHUYecKas KapTUHA BbIpaskeHHO-
ro, IPeMMYLeCTBEHHO BSJIOr0, aCUIMMETPUYHOTO TeTpanape-
3a. O0bEM aKTHMBHBIX IBUXKEHUI B KOHEYHOCTAX OrPaHAYEH,
TIperMYLIeCTBEHHO B NIPaBbIX, CHJA MBILIL] PaBbIX KOHEYHO-
cTeil B IPOKCUMAJIbHBIX OT/IENaX CHIKeHa 110 1 6ajiia B Hore,
2 6asnIoB B pyKe, IMCTANIBHO — IUIETHSL. B /IEBBIX KOHEUHOCTSIX
cuia CHUKeHa 110 3 6asioB, MPerMyIeCTBEHHO POKCHMAb-
HO. MbIleyHbIl TOHYC CHIDKEH. AcuMMeTpuuHble Aubdy3-
Hble TUTMOTPOGUH MBI BEPXHUX ¥ HUKHAX KOHEYHOCTEH.
EnvHuvHble QacuyKy/IsSIuy B MBILLAX BEPXHUX U HIKHUX
KoHeuHocTeil. CyxoxKubHble pedieKchl CUMMETPUYHO CHU-
KeHbl, TTaToJorudeckre pedieKcel He BbI3BIBAIOTCA. B xone
OLIEHKM MBILIEYHON CH/IBI OTMEYaeTcsl yMepeHHas Mblliey-
Has YTOMJISEMOCTD B BU/e CHIbKeHus cubl Ha 0,5-1,0 6asn
TIpY MOBTOPHBIX OLjeHKax. KoopAuHalys B 7eBbIX KOHEUHO-
cTsax He HapyureHa. OLEHUTb MOXOAKY He TPeZCTaBiseTcs
BO3MOXHBIM. PacCTpoiicTB 4yBCTBUTENBHOCTH HeT. MmeeTcs
IUChYHKIMS MOUEKCITYCKaHs, KOTOpas CBA3aHa C TUIepIla-
3ueil mpencraTenbHOM kenesbl [lo pekomeHzauuu yporsora
manueHT ObUT KATETEPU3UPOBAH.

[layyenty npoBopunach auddepeHnnanbHas AUArHOCTHKA
Meskzy 00/Ie3HbIO IBUraTeIbHOrO HeiipoHa 1 3ab0JieBaHreM
C HapyLIeHWeM HEepBHO-MBILIEYHOM Nepefaun. [IByKpaTHO
Obu1a TpoBezieHa MPO3epUHoBas npoba — 6e3 ABHOro MoJjo-
JKuUTeNbHOro 3ddexra.

[lpy mpoBeneHuM feKpemeHT-TecTa ¢ m. trapezius, m. ab-
ducens digiti minimi dextr. Ha Qone oTmeHbl HAXD 3a 12 4
[0 WCCTe/ioBaHUs HeHpo(HU3NOTIOrMYeCKUX IMPH3HAKOB
HapylleHWs HEpPBHO-MBILIEYHON Ilepefiauyd He BBIABJIEHO.
B meprioa mocTTeTaHW4eckoro o0erdeHns ¥ UCTOLIEHUS
He HabJII0AMCh I0CTOBEPHbIE U3MeHeHHs: M-0TBeTOB U Be-
JIMYMHBI JIeKpEMEHTa 10 MuacTeHndyeckomy tumy. [lo paH-
HbIM WIO/IbYaTON BHEKTPOMHOFpag)I/II/I NpY TEeCTUPOBaHUU
MPAMBIX MBILIL Gefpa, MepeiHUX 00/IblIeOepIOBbIX MBILIIL,
JIe/IbTOBK/IHBIX MBbILIL], TIEPBONA MEKKOCTHOI MBIIIIIBI C 00e-
VX CTOpPOH IapaMeTpsl IOTEHLWaN0B [BHUraTeNlbHbIX eau-
HUL M3MEHEHBI 110 HeMPOreHHOMY THITy B BUJE YBeINYEHHUs
cpenHell IJMTeNbHOCTH WM ammuTyapl (puc. 2). BoigeneHa
eIVHMYHAS CIOHTAHHAS AKTUBHOCTb B BUJE IOTEHLHAJIOB
GubpWIIALK ¥ DACUMKY/IALKIA, UTO TOATBEPKAAET reHe-
panM30BaHHOE MOpakeHre MOTOHEHPOHOB CIMHHOTO MO3Ta.
[Ipu TecTHpOBaHNUM A3bIYHON MBILILIBI BBISBJIEHA €MHUYHAS
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Puc. 2. Uronbyaras snexkTpomuorpamMma nanuenta H.
A — m. deltoideus dextra, cpemHss pmutenpHocTb 13,3 Mc

(8,9-16,3 mc, B Hopme < 12 Mmc), cpepaas ammmTyna 1408 mMkB
(459-2164 mkB, B Hopme < 550 MKB), emuHUuHas CMOHTaH-
Hag aKTUBHOCTb B BHJe MOTeHUManoB GuOpwuiALuid u dac-
uukynauuit; B — m. interosseus I dextra, cpefHsas AnuTeNb-
Hocte 14 mc (9,9-178 mc, B Hopme < 10,3 mc), cpenHsas
ammutyna 4863 mMkB (2125-8427 mkB, B Hopme < 750 MkB),
yMepeHHas CIOHTaHHAs aKTUBHOCTb B BHJE MOTEHUMANoB dac-
LUKYIALUNA.

Fig. 2. Needle electromyogram of patient N.

A — m. deltoideus dextra, average duration 13.3 ms (8.9-16.3 ms,
ref. values < 12 ms), average amplitude 1408 pV (459-2164 wV,
ref. values < 550 pV), spontaneous activity (single fibrillation and
fasciculation potentials); B — m. interosseous I dextra, average
duration 14 ms (9.9-17.8 ms, ref. values < 10.3 ms), average am-
plitude 4863 pV (2125-8427 wV, ref. values < 750 pV), and mo-
derate spontaneous activity (fasciculation potentials).

CMOHTAHHAS aKTUBHOCTb B BU[E MOTEHLWaNoB (Gubpuiis-
nuil. PerucTprpoBanoch yBenuueHHe cpefHell aMIUIUTYZbl
[1JIE npyu HOpMasbHOM ANUTENbHOCTH.

JInst MCKITIOUeHHsT 0YaroBOi maTonoruu 06acTy CTBOJIA ro-
n0BHOro Moara nposefieHo MPT. BoiiBneHbl npusHaky xpo-
HMYECKOH 11epeGpOBacKyIAPHON HefocTaTouHoCTH (puc. 3).

C uenbio yTouHeHus 0OLIECOMATHYECKOTO CTaTyca HasHa-
YeHO KOMIUIEKCHOE 00c/iefjoBaHue, [IPY KOTOPOM BbISIBIIEHI
KUCTa JIeBOY MOUKY, yMepeHHas NMUenosKTasus Npasoi nou-
KU, IMBEPTUKY/Ib! U NICEB/JOAMBEPTUKY/bI MOUEBOTO My3bIps,
nuddy3HbI THEBMOCKIIEPO3.

[lokasaTenu KIMHUYECKOr0 aHanu3a KpOBM — B Ipefenax
pedepeHCHbIX 3HAUYEHUH; B aHa/mM3e MOYM OTMeEYeHbl TpaH-
3UTOpHAsl MAaKpOreMaTypus U JeHKOLUTYpHs, KOTOpbIe
ObUIM CBSI3aHBI C YCTAHOBKOM MOYEBOr0 KateTepa M ypOMH-
dekupeis; B GHOXMMUYECKOM aHajIk3e KPOBK — TUIONPOTEU-

A
Puc. 3. MPT ronoBuoro mo3ra mauuenta H. B pexxumax T2 (A)
u FLAIR (B) ¢ nmepiBeHTPUKY/ISPHBIMM OYaraMy TMIEPHHTEHCHB-
HOTO CHTHa/la COCYJ¥CTOro reHe3a.

Fig. 3. Periventricular hyperintensity of vascular origin on T2 (4)
and FLAIR (B) MRI scans of the patient's brain.

Hemust (51,0 r/n mpu Hopme 66—83 r/71) U rumoanbOyMuHEMKS
(31,6 r/nm mpu Hopme 35-52 r/nm), TOBbIlIEHKE COAEpIKa-
HUsE MoueBol Kuciotel 10 440,9 mxmonb/n (Hopma 208,3—
428,3 MKMOJIb/T), OCTa/IbHBIE [TOKA3aTeN B mpezenax pede-
peHcHbIX 3HaueHuil. Comep:xaHue mpocTaTcrenuduIecKoro
anTurena — 2,450 ur/mn (Hopma < 6,5 Hr/mn). BbisiBieHbI BbI-
cokue TUTpbl antuten K AXP — 6osnbiue 20 HMonb/71 (HOpMa
< 0,5 HmMO7B/T1).

VunThiBasg pasBuTHE acCMMMETPMUHOIO rapesa 0es mpyrux
CHMITOMOB ¢ Jie60Ta B MPaBoi BepXHeil KOHEYHOCTH, Mpo-
rpeccupyioliee TeuyeHHe, 37eKTPOPU3HONIOTHUECKHe IPHU-
3HaKYM HeipOHa/IbHOTO MOpaXieHWs Ha TPEX YPOBHAX, OT-
CYTCTBUE IIO/NIOKUTENbHOM peakuud Ha BBefeHue HAXD,
ObUT YCTaHOBJIEH [MAarHo3: 00JIe3Hb JBUraTeNbHOr0 Helpo-
Ha, OOKOBOI amuoTpodUUecKUil CKepos, IIeHHO-TpyAHas
dopMa ¢ acMMMeTpPUUHBIM TeTpanape3oM [0 CTENeHH Iie-
TMM B JIUCTaJbHBIX OTZE/Nax MpaBblX KOHEYHOCTEH, ape3oM
MbILI  [ieH, Oy1bOapHO-TICeBA00yIbOAPHBIM CHHPOMOM,
IbIXaTe/MbHbIMKA HapYIIEHUSMY, KJIMHUYECKHM He3Hauumas
no3uTrBHOCTb 10 aHTUTenam K AXP. ComyTcTByloliue aua-
THO3bI: MIlleMUYecKas 60/Ie3Hb CepAlia C HapyIIeHHEM PHUT-
Ma, XpOHUYecKas GUOPUIIIALKS MPeacepAnid, OCIOKHEHHAs
XPOHUUECKON cepZieyHo#l HepocTaTouHocTbio 2B cremeHy,
TUIepPTOHMYECKas 00Jie3Hb 3-# CTaJWK, TUIEpIUIasns mpes-
cTaTeNbHON Kemne3bl 1-i cTagum.

[Tocne nocTeneHHo! OTMeHBI MPEJHU30/I0HA ¥ TAPU/IOCTHT -
MUHa OpomKza y nauueHTa Habmozanach He3HauMTeNbHas
TI0/I0KUTE/IbHAA IMHAMKKA B BUJE HOPManu3alyy YpOBHA
KIC/I0PO/Ja KPOBU U YaCTUYHOIO PErpecca JibIXaTe/IbHbIX Ha-
PYLIEHUH.

00cy:knenue

Y nanuenra H. n3HauanbHO Ha ypoBHe MeZMLIMHCKON opra-
Husauyuy I ypoBHA ObUT YCTAHOBJIEH MArHO3 MUACTEHWH,
KoTOpbli BrocnencTeur nameHéH Ha BAC. OnHako BbisiBIe-
Hue aHtuten K AXP BbI3Baso COMHEHUs B OTCYTCTBUU MU-
aCTEeHUM.
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KITMHINYECKIE PA3BOPbI

TorenuuanbHas cBa3b Mexxny BAC v MuacTeHueit MHOr006-
pasHa. Haubosnee mpocToil BapuaHT: OHWU MOTYT UMUTHPO-
BaTh ApYr Apyra, Kak Obuio ykasao Beiue. OnHako Gonee
VIHTEpEeCHBI C/Ty4an CoyeTaHus AByX 3abonesanuil. [lo paH-
HbIM JIATEPATYpbl, B OOJIbIIMHCTBE CTy4aeB KOMOPOUIHOCTH
BAC 1 MuacTeHny kiaaccrueckas MUacTeHuUs Ipe/illecTBOBa-
JIa pasBUTHIO CMIITOMOB IOPa)XEHUS! BEPXHEro U HIKHEro
IBUraTeNbHbIX HEMpPOHOB (MuacTeHus TpaHcdopMUpyeTcs
B BAC). IMetoTcs efiHUYHbIE OMMCAHWS PAa3BUTUS MUACTe-
Hur Ha QoHe BAC. AHanu3 3mu/ieMUOIOTYeCKUX JJAHHbIX
rnokasasn, 4to narnuentsl ¢ BAC Ha doHe MuacTeHnu ObuIM
cTapuie, y HUX B 2 pasa yale BcTpeyaetcs OynbbapHas pop-
Ma, bosesHb mpoTexaeT Taxenee [2].

[lo MHeHuto GonblMHCTBaA aBTOPOB, coderTanne BAC u mua-
CTeHUM — He NpocToe coBrajeHue. PacuéTbl Ha OCHOBaHUM
3MM/IEMUOJIOTYECKUX HCCIe/JOBAHHMI ITOKA3asd, YTO Bepo-
sTHOCTh KomopGuHocTr BAC u mMuacTennn kpaiiHe Hu3Ka
u cocrasnser 75 Ha 10%, B TO Bpems Kak QakTH4ecKd ya-
cToTa JlaHHOM KomopGuaHocTH cocrasnger 1,87 wa 107 [2].
C TOUKM 3peHMs NaToreHe3a, MMMYHOINATOJOIMS, Xapak-
TepHas /Il MUAcTeHUH, MOXKET CIYKUTb TPUITEPOM A
passutus BAC, ocobeHHO Ha (OHe reHeTHYecKoi mpezpac-
TI07I0KeHHOCTY. Hanuuue aHTHTEN K JMIONpOTEeNH-CBSI3aH-
HOMY peLienTopHOMYy GenKky 4 OTMeuaercss He TOJNbKO MpH
HekoTopbix ¢opmax MuacreHud, Ho W npu BAC, T. k. Ha-
3BaHHBIN OEJIOK UrpaeT BaKHYIO POJib B (GYHKLMOHUPOBAHKUM
HepBHO-MBbIILIEYHOTO CHHATCa Y JBUraTelbHbIX HeHpOHOB.
JlaHHBIA MexaHW3M BCTpeyaeTcsl HeyacTo, B IpefCTaBJieH-
HOM C/Tyyae OH MAaJlOBEpPOATEH, T. K. ObUIN BbIABJIEHBI BBICO-
kvie TiTpel antuten Kk AXP. C npyroit croposl, AuchyHKIMSA
perynsaropubix T-mumbonutos (pT), xapakrepHas And Mua-
CTEHWY, MOKET PacCcMaTpuBaThCs KaK TPUITEpHbIH (axTop
B TIOBpeX/IeHWH JIBUTaTeNlbHbIX HeHpoHOB. [lokasaHo, 4To
pT TNOAaBAAIOT CHHTE3 MPOBOCHAMUTENbHBIX LWUTOKKHOB,
CTHMY/IMPYIOT BbIPabOTKY MPOTHBOBOCIATUTENbHBIX LIUTO-
KVHOB, HEUPOTpodHUeckix (GaKkTopoB, MpOLecc aKTUBALUU
mukpormuu ¥ np. [3]. [lpu MuacreHnu oTMmeuaercs Hapy-
wenue cynpeccuBHoi ¢yukuuu pT [4], a mpu BAC pomb pT
CBA3BIBAKOT C IMOJAaBIeHNEM aKTHUBALUM MUKDOITIMU U BbI-
paboTku cBOOOAHBIX panrkanos [5]. B akcneprMeHTanbHbIx
paborax 6bUI0 [I0Ka3aHo, YTO CHIKeHHe PT B KPOBH CBSI3aHO
c Goriee BHICOKMM TEMIIOM MPOrpeccupoBanust bonesuu [6).

B marorenese BAC onpenenénHyio ponp urpaet ZUCQYHK-
1M1 HEPBHO-MbIIIEYHOTO CHHAICA 33 CYET TaK Ha3blBaeMO-
ro ¢eHomena otmupanus. [locnenHuii 3akmodaeTcs B ak-
COHAJIbHOW [iereHepaluy, eHepBaLUyy MbILIL U CHUKEeHUH
HepBHO-MblIlIeyHol Nepesiauu [7]. IlaToreHeTnueckoe cxon-
ctBo Mexay BAC u MuacTeHvell moATBep:kAaeTCs AaHHbIMU
37MeKTPOQU3HONOruIeckux viccnenoanuit. D. Zhang u coaBt.

b0K0BOI aMUOTPOCHMYECKMIA CKNEPO3 U MUACTEHUS

TMPOZIEMOHCTPUPOBANM CHIDKEHHE aMIUIATyzAbl M-oTBeTa
B JIEKDEMEHT-TecTe B KOPOTKO# MBIIIIle, OTBO/AsLIEl 60b-
woit naney kucty, npu BAC — Tak HaspiBaeMblil Helipo-
reHHbIil ekpemeHT [8]. B Hacrosimee Bpems ocobas ponb
OTBOJIUTCS MAaTOOTMM HEPBHO-MBIIIEYHOTO CHHANCA B MAaTO-
rerese BAC [9].

Hamuuve y nanvienta (asanbHO-KIETOYHOTO paKka KOXU
B aHaMHe3e He HCK/IIOYAaeT IapaHeoIuiacTHYeckylo Gopmy
BAC [10]. OzHaxo B maHHOM CiTyyae UMeN MeCcTO BBICOKOZUG-
(bepeHLMPOBAHHBIN paK, OTIUYAIOLMICA HU3KOW HUMMYHO-
TeHHOCTbIO U, KaK C/e/iCTBUe, HEBBICOKUM PUCKOM Pa3BUTHSA
TapaHeoI/IacTUYeCKOH peaKlyy; OmyXonb (MCTOYHMK aHTH-
TeHHOW CTUMY/IALMK) Obl1a yaneHa 3a 2 rofia 0 pasBUTHS
6os1e3HH, a IMMYHOCYTIPECCHBHas Teparus He aana addexra.

B npezcraBneHHOM cyyae y MalveHTa C PeUMYILecTBeH-
HO BSUIBIM TeTpanape3oM ObUl YCTAHOBJIEH MpeJBapUTElb-
HBII ]UarH03 «MUacTeHus C MO3HUM HauanoM», B YCIIOBUAX
paiioHHO# Go/bHULBI HauaTo npoGHoe neyerre HAXD U -
KOKOPTHKOCTEPOHMZIaMH, KOTOpOe He Aal0 MONOKUTEIbHOro
a¢ddexra. bonee TOro, HazHaueHUe MTIOKOKOPTUKOCTEPOU-
JI0B [1a/I0 BpeMeHHBIN HeraTuBHbIH 3Q(eKT, KOTOpbIil HriBe-
NMpOBasCs TOC/e MX OTMeHbL [lasbHejimee obcnenoBanue
TM03BOJIMIO UCK/IIOYMTb MUACTEHMIO U 3anofo3putb BAC,
B TO JKe BpeMsl [I0/y4eH M0JI0KUTe bHbIH pe3y/bTaT aHanuaa
Ha anrurena K AXP. [leranbHblli aHanM3 K/IMHUKO-aHaMHe-
CTUYECKUX U 371eKTPOPU3NOIOTUIECKNX JJAHHBIX HE BBIIBUII
TPU3HAKOB MOPa)KEHHsI HEPBHO-MBIIIEYHOTO CHHAICA U ObI
ycTaHoBneH auarHo3 BAC, a Hamuuue ayToaHTUTen pac-
LIeHeHO KaK KJIMHWYeCKY He3HaunMMasd Haxoika. B gaHHOM
cnydae nosisneHue aHtuten K AXP MOXHO pacleHUTb Kak
VMMMYHHYIO peakl{i0 Ha W3MeHEHHble BCTe/ICTBUE JereHe-
pauun AXP B HepBHO-MbiieyHoM cuHarce [11, 12]. HekoTo-
pble aBTOpbI Mpejnoiaraad Haauuyie ayTOMMMYHHOTO KOM-
TNoHeHTa B natoreHese Hekotopeix gopm BAC [11], ogHako
orcyTcTBUe 3ddeKta OT Ipuéma IMIOKOKOPTHUKOCTEpPOUIOB
B /JaHHOM CJy4yae NpOTUBOPEUUT JJAHHO} r1moTese.

Takum o6pasom, coueranre BAC ¥ MuacTeHur — peKoe, HO
00bSCHAMOE C TOYKM 3peHus matoreHesa ssieue [13-17].
lpexcrasnenHoe HaOMOEHHe B OYEpPEaHONA pa3 MOAUEp-
KMBaeT Ba)XHOCTb JIETAJBHOIO aHaIM3a KIMHUYECKOW Kap-
THHBI B JJUarHOCTUKE HEPBHO-MbIIIEYHbIX Oose3Hei. [axe
BbISIB/IEHHE CTeUUYHBIX ayTOAHTUTEN HeJOCTaTOYHO IS
YCTaHOBKM JMarHo3a «MUACTeHHs» B Cilyyae OTCYTCTBUS
TaKUX XapaKTepHbIX MpPOSB/IEHUH, KaK BOBJEUeHHE 3KC-
TPaOKY/SIPHBIX MBI, BbIpa)KEHHAs! MblllIeyHas yTomJsie-
MOCTb, OMOXKUTeNbHBIN apdext or MAXD, X01010BO#I MPO-
Obl, @ TaKXKe [AEKPEMEHT MPU HU3KOYaCTOTHOI CTUMYJIALUH
TIpY NPOBEJIEHNH 3/IeKTpOHelpoMuorpadum.
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