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KnuHnyeckuin cnyyaii / Clinical case

N.A. Kupunnosa, https://orcid.org/0009-0001-9488-2547, Kirillova.polka@yandex.ru
C.A. Pa6oB??, https://orcid.org/0000-0002-2186-791X, xwpanda@yandex.ru

E.B. Monoea?3*™, https://orcid.org/0000-0003-2676-452X, ani_retakel@mail.ru

B.B. Bpioxos*, https://orcid.org/0000-0002-1645-6526, abdomen@rambler.ru

1 MOCKOBCKMIA FOCYAapCTBEHHbIM MEeAMKO-CTOMATONOrMYeckmnin yHuBepcuteT nmenn AWM. EsonokumoBa; 127006, Poccus, Mocksa,
yn. lonropykoBckas, o. 4

2 PocCcUMCKMIM HaUMOHabHbIA MCCNeA0BaATENbCKUMIM MEAULMHCKMUIA YHUBEPCUTET MMeHn H.M. Muporoea; 117997, Poccus, Mocksa,
yn. OCTpoBUTSHOBA, 4. 1

® Topoackas knnHuuyeckas 6onbHuua N224; 127015, Poccus, Mockaa, yn. MucuoBsas, 4. 10

4 HayyuHblit ueHTp HeBponoruu; 125367, Poccus, MockBa, Bosokonamckoe wocce, a. 80

Pesiome

JlekoaHuedanonaTMsa C NPeMMYLLECTBEHHbBIM NMOPAXXEHNEM CTBO/IA FOMIOBHOMO MO3ra, CMMHHOMO MO3ra M MoBbIWEHWEM NaKTaTa
(Leukoencephalopathy with brainstem and spinal cord involvement and lactate elevation - LBSL) - 510 penkoe unu peako
[MArHoCTMpyemoe, ayToCOMHO-peLLeCcCMBHOE MUTOXOHAPMANbHOe 3aboneBaHune, MOPOK CKpbIBakoLLeeCs o4 Mackow nporpeccu-
pytowiero paccesiHHoro ckneposa (PC). TpyaHocTn anarHoctmku LBSL obycnosneHbl BO3MOXHOCTbIO AebtoTa 601e3HU BO B3POC/IOM
BO3pacTe M Hecneumduyeckom KAMHUMYECKOM KApTMHOM B BUOE MEAJ/IEHHO MpPOrpeccUpyroLMX HEBPOMOrMYECKUX CUMMTO-
MOB (MMPaMMAHbIE, MO3)KEUYKOBbIE, CEHCOPHbIE U KOTHUTUBHbIE HapyLeHWs) 6e3 xapakTepHOM AN MUTOXOHAPWANbHOW NaTonornm
BOBJ/IEYEHHOCTM APYrMx opraHoB u cucteM. OgHako npuMeyaTenbHas ocobeHHocTb LBSL 3akntoyaeTcsd B MaTOrHOMOHWMYHbIX
MarHUTHO-PE30HAHCHbIX M300paxeHnsax 6enoro BeLlecTBa roslOBHOMO M CMMHHOMO MO3ra, YTO MO3BOMSET 4OCTOBEPHO BbISCHUTb
OMarHo3 npu cobnoaeHnn onpeneneHHblX Kputepues. B HacTosuee BpeMs He 3aperncTpMpoBaHO HWM OAHOMO JieKkapCTBa Ans
cneumduryeckor Tepanum LBSL, TeM He MeHee NpaBu/bHas AMArHOCTMKA HeobxoamMMa ANs NOAHOTbI AMUAEMUONOTMYECKMX AaH-
HbIX M AN9 NPeaoTBpalleHUs Ha3HaYeHUs npenapaToB C NOOOYHbIMM 3hdEKTaMM, YXYALLIALWMMN KAa4YeCTBO XU3HM NaLMEHTOB.
Konnyectso nybamnkaumi o LBSL HEMHOrOYMCNEHHO KaK B POCCUIMCKMX, TaK M B 3apyDEXHbIX M34aHMUSX, MO3TOMY KaXKAbli BbisiB-
NIEHHbIM CyYal npeacraBnsgeT 60nbWOK MHTepec. B ctaTbe npencTaBneH KpaTkuMii 0630p AnTepaTypbl U KAMHUYECKMI Ciyyai
naumeHTkn c gebrotom LBSL B Monogom Bo3pacte, AmMTenbHOe BpeMs NosyvyaBllel npenapart, M3MEeHSLWMIA TeyeHne paccesH-
Horo cknepo3a. OCHOBHbIMM HEBPONOTMYECKMMMU HapyEHUAMKU ObliM NPOrpecCcUMpyoliMii HUKHUIA napanapes3 M aTakcus.
ObcykaaeTca amnbdepeHumansHblii amarHo3s «LBSL» u «PC», nogpobHble AaHHble aHaMHe3a, HEBPOSOTMYECKoro craTyca
W pe3ynbTaTbl MarHUTHO-PE30HAHCHOM TOMOrpaduu.

KnioueBble cnoBa: Hac/eACTBEHHAs NerikoaHLedanonaTms, MUTOXoHAPHanbHoe 3abonesanune, DARS2, LBSL, nakTaT, paccesH-
HbI CKNepos
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Abstract

Leukoencephalopathy with brainstem and spinal cord involvement and lactate elevation (LBSL) is a rare or underdiagnosed
autosomal-recessive mitochondrial disease that sometimes mimics progressive multiple sclerosis (MS). Difficulties in diagnos-
ing LBSL are due to the possibility of the onset of the disease in adulthood, and the nonspecific clinical picture in the form
of slowly progressive neurological symptoms (pyramidal, cerebellar, sensory and cognitive impairments) without the involve-
ment of other organs and systems characteristic of mitochondrial pathology. However, a notable feature of LBSL is its pathog-
nomonic magnetic resonance imaging of the white matter of the brain and spinal cord, which allows a reliable diagnosis when
certain criteria are met. Currently, there are no drugs registered for the specific treatment of LBSL, however, correct diagnosis
is necessary to complete the epidemiological data, and to prevent the prescription of drugs with side effects that worsen
the quality of life of patients. The number of clinical publications about LBSL is small, both in Russian and foreign publications,
and therefore each identified case is of great interest. The article presents a brief review of the literature and a case report
of a patient with the adult-onset LBSL, who received disease modifying therapy of multiple sclerosis for a long time. The
patient’s main problems were progressive lower paraparesis and ataxia. To make clinicians more aware, we have reviewed
the difficulties in differential diagnosis between LBSL and MS, we provided detailed medical history, neurological status, and

magnetic resonance imaging findings.
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BBEOEHWME

JleiikosHuedanonatMsa C NpPeMMYLLECTBEHHbIM MOpaXxe-
HWEM CTBOMA rOMOBHOMO MO3ra, CMMHHOMO MO3ra U MoBbILLE-
Huem naktata (Leukoencephalopathy with Brainstem and
Spinal cord involvement and Lactate elevation, LBSL) -
opdaHHOe MUTOXOHApUWanbHOe 3aboneBaHWe C ayTOCOMHO-
pELEeCcCMBHbIM TUMOM HACNeAoBaHWUs, C MyTauuei B reHe
DARS2, KooupyloLMM MUTOXOHAPUANbHY acnaptmnt-PHK-
cuHTeTasy (DARS2; MIM*610956). leH kapTMpOBaH Ha AJIMH-
HOM nneye 1-in xpomocombl (nokyc 1g25.1.). KnunHnyecku
NposBASeTCS MeAJIeHHO MpOrpeccUpyroWMM MOpaXeHUeM
NMPaMUAHbIX, MO3XEYKOBbIX NyTeN W 3a4HMX CTONOOB CMUH-
Horo mo3ra [1, 2].lepBoe ynoMuHaHuWe 0 faHHOM 3abonesa-
Hun oTHocuTea K 2002 r., Koraa 6biinM onmcaHbl HECKONbKO
KNMHUYECKMX Cly4aeB C OOHOTUMHbIMU NENKOAereHepaTuB-
HbIMWU W3MEHEHWSMM MO AAHHbIM MArHUTHO-PEe30HAHCHOM
Tomorpadum (MPT) 1 noBbllWeHMEM YPOBHS NakTata Mo AaH-
HbiM MP-cnekTpockonun B NopaxeHHOM OenoM BellecTBe
ronosHoro mo3sra [1]. B 2014 r. 6binmn onybamkoBaHbl pesyib-
TaTbl WCCNENO0BaHMS, NOCBALLEHHOMO BbisSBNEHHbIM 60 pas-
JIMYHBIM  MyTaLMAM, PaCNoONIOKEHHbIM MO BCEMY TeHY
DARS2 [3]. Ho noka OCTaeTcsd HesCHbIM, Kak MyTauuu
B MOBCEMECTHO 3KCMPECCUPYHOLLEMCS reHe NPUBOAST K 3a60-
NeBaHuIo, NpU KOTOPOM M3BUpaTenbHO MOPaXaTCs NpoBo-
[AslpMe NyTM HepBHOW CUCTEMbI. Takas M3bMpaTenbHOCTb
npeanonaraetr gedekTt Tea HEMPOHOB MAM WMX aAKCOHOB,
a He MMWenuHa, ONUIOAEeHAPOLMTOB W  aCTPOLMTOB.
MaHnudectauma LBSL 6onee xapakTepHa B LeTCKOM BO3pac-
Te C Nocienywlen paHHen UHBanuausaumen [3], ooHako
0ny6IMKOBaHbI eLMHUYHbIE ClyYan 1 B3poUTbiX dopm [4-7].

B HacTogwee Bpemsa ans LBSL onucaHbl kputepum gma-
FTHOCTMKM Ha OCHOBAHWW HaNM4Msg M3MEHEHHOro CUrHana
no gaHHbiM MPT B onpeaeneHHbiX CTPYKTypax, COYeTaHue
KOTOPbIX CYMTAETC MATOTHOMOHWYHBLIM W BbISBNSETCS
NpakTUYeckn y BCeX FeHeTUYeCckn BepMPUULMPOBAHHbIX
nauuneHTos [8].

OCHOBHble KpUTEPUM (TOKANMU3ALMS MOPAKEHUS):

6enoe BeLeCcTBO rONOBHOMO MO3ra C OTHOCMTENIbHO CO-
XPaHHOW CyOKOPTUKaNbHOM 30HOM

3agHue ctonbbl U/Mnn natepanbHble KOPTUKOCMMHANbHbIE
MyTW B CMIMHHOM MO3re

nupaMuabl u/Mnu nepekpect NnMpamMua B NPOAOArOBaTOM
Mo3re.

[lononHuTenbHble KpUTEPUM (NOKANM3aLMS NOPAXKEHUS):

Ba/IMK MO30/IMCTOrO Tena

3agHee 6enpo BHYTPEHHEN KancCy/bl

BEPXHUE U HKHUE HOXKM MO3KeYKa

6enoe BelwecTBO MO3XKeYKa

MHTpanapeHXxMManbHas 4acTb TPOMHUYHOTO HepBa

Me3eHuedanbHasg 4acTb TPUreMUHaNbHOro TpakTa

nepeaHuin cnuHouepebennspHblil NyTb B NPOLOATOBATOM
mo3re.

Kpome HaTuBHOM MPT, MOXeT 6bITb nonesHa MP-cnek-
Tpockonwus, No pe3ynbratam koTopol npu LBSL onwuca-
HO MOBbIWEHWE YPOBHS NakTaTa, OAHAKO He BO BCEX CNy-
yasax [9, 10].

PacnpoctpaHeHHocTs LBSL B monynsumMu LONOASIMHHO
HeuW3BEeCTHa BBMAY €€ PefKOCTU U OTCYTCTBUS €AMHOr0 pee-
CTpa AN TakMX NALMEHTOB, NO3TOMY OCTAETCS OCHOBbIBATLCS
Ha BbIBOPOUHbBIX KNMHMUYECKMX Habntoaernax 5, 11]. BaxHbiM
bakTOpoM ManbiX 3MNMAEMMONOTUYECKMX [LAHHbIX MOXHO
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CYMTaTh TPYAHOCTb AnarHoctnkm LBSL. B pany onddepeHum-
aNbHOMO AMAarHo3a MUTOXOHAPUANbHOW NATONOMMK C CUMMe-
TPpUYHbIM, BnaTepanbHbIM BOBNEYeHNEM Benoro BelecTBa
FONIOBHOTO M CMMHHOIO MO3ra HaxXoAaTCs TaKKe CUMHAPOM
KepHca - Ceiipa (Kearns - Sayre, MIM*530000), cnHapom
v (Leigh, MIM*256000), cuHopom MELAS (MIM*545000).
Kpome TOro, xapaktepHas Lns MUTOXOHAPUaANbHbIX 6ones-
Helt MaHudecTaumns B AETCKOM BO3pacTe MoXeT ObiTb pac-
CMOTpeHa W Kak AebtoT paccesHHoro ckneposa (PC) [12].
MNpobnema andpdepeHumanbHoit amarHoctukm LBSL ¢ PC
Y B3pOC/bIX MALMEHTOB MPOCNEXMBAETCS U B KIIMHUYECKMX
HabnoaeHuax, onybsMKOBaHHbIX paHee B PYCCKOSA3bIYHOM
W aHrnosa3biyHon nutepatype [5, 13-15]. Bo3moxHO, 31O
CnepcTBMe HeOCBEAOM/IEHHOCTU HEBPOIOrOB M PEHTIEHONO-
ro 06 04HOM U3 peakux U/Mam HegoOCTaTOMHO AMArHOCTUPY-
embix Macok PC.

B HacToswei nybankaumm npuBoAUM KIIMHUYECKUIA Cy-
yan LBSL, anarHoctMpoBaHHbIM Ha OCHOBAHWMM KJIMHUKO-
QHAMHECTUYEeCKMX U HEMPOBM3YaNM3aLMOHHbIX AAHHbIX.

KNMHUYECKOE HABJIIOAEHUE

XeHwwnHa, 41 ron, C OTCYTCTBMEM OTArOWEHHOCTH
no HacneacTBeHHbIM 3aboneBaHMAM, cectep M BpaTbeB HeT,
netei HeT. XpoHuyeckune 3aboneBaHus oTpuuaeT. B petcree
pa3BMBaNaCb MHTENNEKTYaNbHO M BU3NYECKM COTNACHO BO3-
pacTy, 0AHaKo Npu NoapobHOM paccrnpoce BbISCHUIOCH, YTO
B Bo3pacTte 11 neT npu pusmyeckon Harpyske (ber) otMeya-
Na BHE3anHble 3MM304bl HAMPSKEHUSN, APOXb B KONMEHSX,
M3-3a Yero Hblna BbIHYXKAEHA OCTAHABMBATLCS A9 OTAbIXA.
Takve 3nu304bl MPOLOMKANMUCL B TeYeHME MOCieLyoWmnX
2 NeT, U NOTOM BHE3amnHO NPEeKPATUIUCH, HO B LENOM Naum-
EHTKa He cyuTana cebs Guanyeckn akTMBHOW. B BO3pacte
21 ropa Havyana oTMevyaTb «CBMCAHME» NIEBOM CTOMbl MpU
xopbbe, 4acTo cnoTblKanach M Nagana, HeECKOMbKO pas NoLBoO-
pauyuBana HOry B rOJIEHOCTOMHOM cycTaBe. Yepe3 2 ropa
obpaTmnack B paioHHYyt0 60NbHULY, Fae et 6bina BbiNoAHEHA
anekTpoHenpomumorpapus (OHMIN) wu  MPT ronosHoro
Mo3ra (6e3 KoHTpacTMpoBanus). Mo faHHbIM IHMI obHapy-
KEeHa aKCOHaNbHO-AEMUENMHU3UPYIOLLAS MOAMHEMponaTus
B AWCTasbHbIX OTAenax Hor, rpybee cneea. o gaHHbIM MPT
OMUCAHbl MHOXECTBEHHbIE 0Yarn AeMUENUHU3UPYIOLLEND
XapakTepa C TeHAeHUMeh K CIMsHUIO B Henom BellecTse
NOBHbIX U TEMEHHBIX LONEW C ABYX CTOPOH, IEBOM BUCOUYHOM
[one, NepUBEHTPUKYNSPHO M Cyb63neHAMMapHO, a Takxe
B MO30/IMCTOM Tene W CTBOME MO3ra, HOXKax Mo3ra U obeunx
reMmchepax Mo3sxeuyka. Bpayom-HeBponorom 6bin nocras-
NeH AmarHo3 «PaccesHHbIN Cknepos, peMUTTUpYLoLee Teye-
HMWe», oaHaKko obpalwana Ha cebs BHMMAHWS HETUMUYHAS
kaptmHa MPT. B cBg3u ¢ atnuyHom MP-kapTUHOM nauueHT-
Ka bblna HanpaeneHa B 06N1ACTHYKO KIMHUMYECKYO BObHULLY,
roe nocne nostopa MPT ronoBHOro M CAMHHOMO MO3ra (Hako-
NAeHMe KOHTpAcTa 04araMm He OMMCaHO) AMarHo3 6bin noa-
TBEpXAeH. [MauneHTKe NpoBenu nynbC-Tepanuio MeETUANpPES-
HW30/IOHOM, KOTOpasi He O0Ka3ana HWKakoro 3ddekTa,
M HasHauMM Tepanuio npenapatoM mHTepdepoH berta-la
B KayecTBe natoreHeTuyeckon Tepanum PC. Ha doHe
NPpMMEHEHUS BbICOKOAO3HOrO MHTeppepoHa OTMeyancs
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rpunnonofobHbIM CMHAPOM, camMo 3aboneBaHne MeLneHHO
NporpeccMpoBano, HapacTanu LBUraTeNibHble pacCTPOMCTBa,
MOSIBUAMUCL MOYTU exedHeBHble npocTpenusatowme 6onu
B HOrax, BHe3arnHble Mo3biBbl K MOYEUCMNYCKAHUI U HEBO3-
MOXHOCTb TepreTb No3biB 60/1ee 2 MUH, 3NU30bl KBbITATMBA-
HWS BCero Tena» aautenbHocTblo 1-2 cek. Mo poctmxeHum
40-neTHero BoO3pacTa nNauueHTKa C TPYAOM XOAMT AOMa
C OMOPOM Ha CTeHbI, @ Ha YNWLE TOMbKO C COMPOBOXAEHUEM.
Mo npuuMHe yXyOWeHUs COCTOSHWUS U HedIDHeKTUBHOCTM
Tepanuu naumeHTka bbina rocnMTanM3vpoBaHa B HEBPOO-
rMyeckoe OTAENIEHWE TOPOACKOM KIMHUYECKOM 60nbHMLbI
N924 r. MockBbl.

Bo BpemMs HeBponormMyeckoro 0OCMOTpa MauMeHTKa
B SICHOM CO3HaHWMK, OPWEHTMpOBaHa B MeCTe, BPEMEHMU
M COBCTBEHHOM NMYHOCTU. MOHpeanbckas LWKana OLEeHKM
KOFHUTMBHbIX GOyHKUMI — 20 13 30 6annos. MeHWHreanbHbIx
3HakoB HeT. YMH - 6e3 natonoruu, KpoMe runepmeTpun
cakkag. Cuna MblWl BEPXHMX KOHEYHOCTeM COXpaHeHa,
TOHYC HOpManbHbIN. CUNA MbILWL, HAKHUX KOHEYHOCTEN CHM-
xeHa (D < S): crubaHue-pasrnbanune begpa - 4 6anna,
crnbanne-pasrnbanme koneHa - 3 6anna, crubaHue-
pasrnbaHue ctonbl — 3 6anna (BHe oCMOTpa MOJMb3yeTcs
OpTe30M 15 NPaBOro rofIeHOCTOMHOMO CYCTaBa), TMNOTOHYC
Mbiwy  (cumnToMm  OpwaHckoro), @GacumMKynsumMm Her.
CyxoxunbHble pednekcbl HOT Bbi3biBalOTCA Hesapko (D > S)
M TOMbKO MpU AONONHUTENBHOM MaHeBpe EHapaccuka, kno-
HYCOB HET, CyXOXW/bHble pednekCbl BEPXHUX KOHEYHOCTeW
HopManbHble (D = S), pednekc babuHckoro ¢ AByX CTOPOH.
PaccTpoiicTB NOBEPXHOCTHOM YyBCTBUTENBHOCTM HET, BUbpa-
LMOHHAs YyBCTBUTENbHOCTb FPybO YyMeHbLUEeHa B HWMXHMUX
KOHEYHOCTSX, CYCTaBHO-MbIlWEYHOe YyBCTBO CMpaBa 0cCna-
6nexo. Jedopmauumsa cton no tuny @puopenxoBCKMx C ABYX
cTopoH. [lanbue-HocoBas npoba yaoBAeTBOpUTENbHA,
NATOYHO-KONEeHHas c atakcuen (D > S), B no3e Pombepra
CTOSITb HE MOXET, AMCAMAA0XOKMHE3, TECTbI Ha TMMOKMHE3UIO
otpuuatensHbol. CroaTb 6e3  AOMOMHUTENbHOW ONopbI
HEe MOXET, XOAMT C OMOpPOM Ha CTEHY MAW C ABYCTOPOHHEN
NoAAepXKOM B npefenax nanatbl. UMnepaTMBHbIE MO3bIBbI
K MOYEMCNyCKaHUIo.

Mpu MPT ronoBHOro Mo3ra onpeaensatTcs CUMMMETpUY-
Hble AMdGY3HO-04aroBble W3MEHEHWS MOBbIWEHHOrO
MP-curHana B pexxume T2, FLAIR B nepu- 1 napaBeHTpUKY-
nspHom 6Genom BewectBe oboux nonywapuii H60nbLWIOro
MO3ra, B rybokux otaenax oboux monylapuii Mosxeuka
B Mpoekuuu 3ybyaTbix s4ep, a Takxke B nepegHux (mmpa-
MWIHbIA TPAKT) 1 BOKOBbLIX (KOPTMKOCMMHANbHbIE TPaKTbI)
oTgenax npogonrosatoro mosra (puc. 1). Mpu MPT cinvHHoO-
ro Mo3ra OnpefenstoTcs NPOTSXKEHHble (Ha BCEM YPOBHE)
CMMMETpUYHbIE W3MEHEHWs MOoBblWeHHOro MP-curHana
B pexmme T2 B HGOKOBbIX M 3adHMX cTonGax CNMHHOIO
mo3sra (puc. 2).

YynutbiBas aHamHe3 3aboneBaHWs, HEBPONOrMYeCcKui
cTatyc v aaHHble MPT, naumeHTke Obin BbICTABNEH AMArHO3
«JlenkoaHuedanonatns ¢ NpPeUMyLLECTBEHHBIM NMOPAXKEHM-
€M CTBO/A rO/I0BHOIO MO3ra, CMMHHOIO MO3ra M NOBbIWEHK-
eM NaKTaTa» M pEeKOMEHAOBaHa KOHCynbTalusg Bpadva-
reHeTMKa M MOJIEeKYNSIPHO-TEHETUYECKMIA aHanu3 MyTaLMii
B reHe DARS2.



Pucyxok 1. MPT ronoBHOro mMosra naumeHTku
Figure 1. Patient’s brain MRI

lMpumeyarue: cuMMeTpuUHble AU PY3HO-04aroBble M3MeHeHUs noBbileHHOro MP-curiana B pexume T2FLAIR B rny6okoM nepu- M NnapaBeHTpUKYNsSpHOM 6enoM BeluecTse 060Mx nonylapuit

60/1bLLIOr0 MO3ra, B MYBOKMX OTAENAX 0BOUX MOMYLIAPUI MO3KEYKA B MPOEKLMM 3yBUaThix 4ep, a Takke B NepeaHuX (MMPaMUAHBIN TPaKT) U GOKOBbIX (KOPTUKOCMMHANbHBIE TPaKTbI) OTAENAX

NpoAONTroBaTOro Mo3ra.

PucyHok 2. MPT CNMHHOIO MO3ra nauMeHTKM
Figure 2. Patient’s spinal cord MRI

OTCS MPOTSHKEHHbIE (Ha BCEM YPOBHE) CUMMETPUYHbIE U3MEHEHNUS
nosblweHHoro MP-curiana B pexxume T2 B 60KOBbIX M 3aHWX CTONBaX CMMHHOTO Mo3ra.

pu onp

OBCYXXOEHUE

LBSL saBnsgetcs noctaTouHO peaknm 3aboneBaHnem, nos-
TOMY KaX[bllA BbISBAEHHbIV CNy4Yalt npencrtaBnseT 60bWwon
nHtepec. Jebtot LBSL, kak 370 06bI4HO M BbIBAET NpU MUTO-
XOHAPWanbHbIX 6one3HsX, HabnaaeTcs B 4ETCKOM BO3pac-
Te, YTO MOXKHO OLWMOOYHO NpUHATL 3a PCy pebeHka. TeyeHune
60ne3Hn XxapakTepusyeTcs MeAneHHbIM W MOCTeMeHHbIM
NMpOrpeccMpoBaHMEM HEBPONOrMYECKOro aeduumTa, 4To
MOXeT ObITb NPUHATO 33 NepBUMYHO-NPOrpeccupyroLiee
TeyeHne PC, 0ocobeHHO Ha poHe CoYeTaHUs HUXKHEro napa-
napesa C aTakcuen (CEHCUTUBHOM M MO3XEUYKOBOM) B HEBPO-
NOrM4eckoM cratyce U Ha GoHe pacnpoCTPaHEHHOrO runep-
MHTEHCMBHOrO MP-curHana B pexxume T2 u FLAIR B cnvH-
HoM Mo3re. [lpoaHanu3nMpoBaB paHee OMNy6NUKOBaHHbIE
KNMUHMYECKMe ciyvau, Mbl 0OpallaeM BHMMaHWe Bpayeit
Ha TO, YTO MUMEHHO HemnpaBWAbHAs TPAaKTOBKA HEMpOBM3ya-
NIN3ALMOHHBIX AAHHBIX WM BredyeT 3a Coboi OWMBOYHYIO
NMOCTAHOBKY AMarHo3a «PCy».

Ewe ognH dakTop, CNOCO6HBIM YyBECTM BPaya B CTOPOHY
HeBEpHOro AMarHo3a, — 370 YaCTUYHOE W KPAaTKOBPEMEHHOE
ynyylleHne HEBPONOrnyeckmx QyHKLUMIM Ha GOHEe rOpMOHanb-
HOM NynbC-Tepanuu METUNNPEAHU30NOHOM, 4TO TaKKe MOXET
MMWUTUPOBATb HelpoBoCnanuTenbHoe 3abonesaHue [15].
CBoeBpeMeHHOe amarHoctuposanue LBSL no3sonset paspa-
60TaTb MHAOMBMAYANbHYID MpOrpamMMmy peabwautauum Ans

KaXA0ro mauMeHTa, 4To CMOCOOHO CYLWeCTBEHHO 3aMennuTb
MHBaNnAM3aumio. besycnosHo, BeOyTCS U Hay4Hble UCCNeno-
BaHMA MO NekapcTtBeHHoM Tepanuu LBSL. Tak, Hanpumep,
paccMaTpMBaeTCs reHHas Tepanus, NOCKOAbKY faHHOe 3a60-
NeBaHWe ABNSETCS MOHOMEHHbIM, KOTOPOE NOAAAETCS TaKOMy
TepanesTMYecKoMy noaxogy [16].

C uenbio ouddepeHumanoHon amardHoctukn PC m LBSL
LenecoobpasHo npoBeAeHWe UCCNenoBaHWs Lepebpocnu-
HaNbHOM XMAKOCTM, MOTOMY YTO B MEPBOM C/1y4ae OXMAAETCS
BbISIBNEHWME MHTpATEKANBHOrO C1HTe3a IgG B BUAE ONUIOKNO-
HaNbHbIX MONOC, a Npu LBSL - yBenuueHne KOHLEHTpaumm
naktata npu GUOXMMUYECKOM aHanumse.

OrpaHunyeHreM NpeacTaBNeHHOro B AaHHOM nybauka-
LMW KIMHMYECKOro HabnwofeHus $BRgeTcs OTCYTCTBME
BepudUKaLMM [MarHosa nocpencTBOM TFeHeTUYeCcKoro
aHanusa. OgHako nocnegHWn He xapaktepusyetcs abco-
NIOTHOW HAAEeXHOCTbIo. PaHee yxe coobwanocb 0 nauneH-
Tax ¢ 60AbWUMUN AeNeLUOHHBIMU MYTaLMUSIMK, He BbISBAsE-
MbIMW CTaHOAPTHbIMM METOA4AMMU CEKBEHMPOBAHMWS, U ANS
KOTOPbIX, B Ciyyae 0OHapyXeHUs TONbKO OLHOM MyTauuu
DARS2, pekomeHAayeTcs nNpoBecTM aHanM3 4ucna
konui [17]. Takxe cTouT 06paTUTb BHUMaHue, YTo AN4
MOCTAHOBKM MarHosa He TpebyeTcs NpoBeAeHMe reHeTH-
4ecKoro uccnenoBaHus, T. K. OTMeyaeTcs BecbMa cneumdm-
yeckas KapTuHa No AaHHbIM MPT, 4To 1 OTpaxeHo B KpuTe-
pUsSiX NOCTaHOBKM AnarHosa «LBSL». Takxke K orpaHuMyeHu-
M MOXHO OTHECTM U OTCYTCTBME UCCNEeLOBaHWS NMKBOPA
Ha onuroknoHanbHble 1gG M ypoBeHb nakTata, T. K. BeCbMa
cneumduyeckas kaptuHa MPT, aHaMHe3 W KAMHM4Yeckue
NpoOsIBNiEHMS MONHOCTbI COOTBETCTBOBANM KPUTEPUIM
NOCTaHOBKM AuarHosa «LBSLy.

B ony6nvkoBaHHbIX paHee KAMHWMYeckmx cnydasx LBSL
OTMeYyeHa TreTeporeHHOCTb HEeBPOIOrMYeCcKoro craTyca
Yy NaUMEHTOB, YTO HE MO3BONSET COCTAaBMTb NMpeAcTaBNeHne
0 KAMHUYECKOM nopTpeTe Takoro 6onbHOro. Bo3moxHo,
NMpUYMHA TaKOM reTepoOreHHOCTM KPOEeTCs B PasfiUYHbIX
BapMaHTax MyTaUWii, BAUSIOWMX Ha deHOTUN. o AaHHbIM
A.A.Mopos3 [5], ocobeHHOCTIMM 3a601€BaHNS B POCCUICKON
Nonynsuumn SBASETCS BbICOKAs YaCTOTa MOpaxeHus nepude-
PUYECKOM HEPBHOM CUCTEMbI M KOTHUTUBHBIX PACCTPOMCTB,
4TO Takxe HabnaaeTcs u B ONMCAHHOM B AaHHOM nybnuka-
LMK HAaONIOAEHUN.
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3AKNIOYEHME

Mpu HabnogeHUU naumeHTa C Npeanosiaraembim
febToM nepeuyHO-nporpeccupytowero PC B petckoMm
M MONOAOM BO3pacTe, C KOMOMHALMEN HUXKHEro napana-
pe3a M CEHCUTUMBHOM aTakCuu, C aTUNnyHon MP-kapTuHom
CUMMETPUYHbBIX W CIMBAIOWMXCHS W3MEHEHWUIH CurHana
oT 6enoro Bel,ecTBa roJ0BHOrO M CAMHHOTO Mo3ra 6e3
HaKOMMAEHUS KOHTPACTHOrO BELLECTBA CeflyeT MCKIUYUTD

MUTOXOHAPWanbHoe 3abonesanune, Hanpumep LBSL, knnHm-
YeckMit 0eblT KOTOPOro BO3MOXEH He TONMbKO B AETCKOM,
HO M BO B3pOC/IOM BO3pacTe. [1OCTaHOBKA MPaBWIbHOMO
[IMarHo3a npefoTBpalLaeT Ha3HaYeHUe UNU NPOLOMIKEHUE
MMMYHOMOAYAUPYIOLWLEN Tepanuu C MNOTEHUMANbHbLIMY
PUCKaMM OCIOXHEHUIA.
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