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Yauptrana: Hacaun Xyparcisx ToXHogox 6eMOereH akcoH 0a HOCOOKCOH
i Oyxuil nelikosHnedasonaT Hb TApXHWHBI I1araaH OOHMCHIT T3IMTI/I3T
Oereen myHI HacaH[ (AXJOX AYHIAX HAc 43) MXABWIRH WIBPY, SMHIIBYII
TAaHUH MO3JPXYHH 0a XeJeNreeHWH XypiIdHUH MIMHXI3p HIPIX XOBOP,
JABUIMHIYH Jaampkpax siBLUTAl MAJIPIJIUMHAH COHOPOITOT IMIAT oM. buaHuit
TOXHOJIAOJIYY/l Hb XOEPA0OTY00p JaaMkpax XUIOIpHUHH TapXmal XaTyypal
X5M?9H OHOLUIOTJIOXK TOPMOH SMYMIIISHA YpP IYHI €reeryi SMHIJI3YIHH
JABUIMHTYH MIIPIJITIH, y IMBIH XaMaapaaTai I'ypBaH TOXHOJIIBIT TAHWIIILY yJDK
GaitHa. DAr?5p TOXUOJITYY IbIH YMbBIH XaMaapaiTaid 0010X Hb TOITOOTICOH
YMBIH 3ypar, SMHUI3YHH HIP3J1 OOJIOH IYPC OHOIIMITOOHBI 3yparianyy bl
Tyc OYyp?3p Hb TAaHWINYYJDK OaifHa. bumawmid 3 TOXHONIONYyIBIH 2 HB
Hac OGapcaH 0a YJIZIC3H HAT Hb aMbJ 4 X3JI SPUAHbI Ya/Bap yJiam JIOPJOXK,
0epuiiree WIPPXUAINX, ©6PO6 66PTES YIITWIAX YaABap Cynapd, r3p OynuiiH
XYpPI9HA Iaanniaaj HUATMUHH XapwinaaHa opoX 4aaBapryd 0oiox 33par
AMHJI3YHH MIUHK TAIMASTYY YiIaM TopAcoop OaitHa. JlyrHaaT: Mpapanuita
TOTTOJIIOOHBI YP3BCAIT 0a COHOPOITOT HIMIIIYYIHIH 3MHII3YHH IIHMHKYYA
OO0JIOH TapXMHBI IYPCT OHOLIMJITOOHBI MIPAIYYJ XOOPOHI00 OHPOIIIO0
tyn YIHBAHTHXTJI-pir ononmiox ron muexkuiar? 6on CSFIR rennitn
MyTaUbIl WIPYYJIdX TEHETUKUNH INIUHXKWITD? IOM. OHeeruilH HeXueij
TCHETUKUIH IMIMHKWITY XHUX OOMOMXKIyi Oaifraa OOIIOBY SMHAI3YIH
MIPAKTHKT XOOJITOOHUH, TAHUH M3/I9XYHH 0a X3J1 sIpHaHbl JaaMKpax sIBITaK
TOXHUOJJUTYYAa] YAMBIH OTYYJIIMX OOJIOH JYPCHHH MIMHXHITIIHYYIAN
OHIIIOW aHxaapas TaBHH TyC SMIITHHT Taamariax [Malryypsll alinniax Hb
3YHTOH TOK 39K OaifHa.

Yauparraia: YIaMOoulelH IDanTraaHT 0eMOeNreH aKcoH
0a HOCOOKCOH TIHHA OYXHi HaCaHJ XYPATCAS TOXHOII0X
neiikosrmedanonatu (anrmmap adult-onset leukoencepha-
lopathy with axonal spheroids and pigmented glia (ALSP))
(YIOBAHT'HXTJI) b HacaHA XYparcda (3XIAX ITyHIAX
Hac 43 (17-78 Hac))-HA aHXJIAH WIPIX, XOBOP TOXHOIIOX,
TeHUIH MyTalWiH IAJITraaHT, TAPXUHBI 1araaH 00IUCHIT
IAMTI3I3C JaaMKpax sBUTAll M3JPIJIUIH COHepenTeT
SMrar oM. KOJOHM HIPBXKYYIArd XY4duH 3YHI-1
penenrtop ren (Colony-stimulating factor-1 receptor gene
or CSFIR)-uitH MmyTaraap yycmsr OaiiHa.! DMHII3YHH
HIMHXXYY/93C 3aH TOpX, CITr3I OOJOH TaHWH M3AIXYHH
XYPI3HUH €epwIesTyy[ AaBamMraijgaH WIPIXUHH XaMmT
XOIONreeHN Xyp3d (mupamua 0a SKCTpamupaMum)-

HUHM, X3J1 SIpUaHbl ©epwIeNTYYJ XypAauTraid aaaMKkpax
ABLUTaWraap  WI3p4Y,  aMpApalblH  4aHap  OOJIOH
X6I6JIMOPUITH 9aBAPBIT 3pC OyypPyyJIaXbIH 33P3TTI) X
IIMHX?3C XOHMII OWPOIIIOOroop 6-8 KMUIHNHH XyramaaHa
Hac Oapmar aroynT ©BYMH axdd.? DMHAIZYHH 5XII ye
0a maampkpax YeWilH IIMHKYYA Hb XYH OYypT XapmilaH
aauiaTY OalXbIH XaMT sSH3 OYpHiH IIWHX TOMATYYHX Hb
MIMH?3P [ar XyranaaHsl SBLA HAOMITI3H XypajiiaH, Oycan
TapXUHBI IIaraad O0ANCHIH OOIIOH MAIPIIINIH COHOPOITOT
SMI3IYYATIH AYypC OHOIIWJITOOTOOP WIP3X  3ypariai
6a »>MHAM3YHH miapan oiponmoo Tyn YIIIBAHI'HXTJI-
BII SUITQH OHOIUIOXOJ HHJII3ATYH COPWIT TyJrapiar
TOAMNUTYH OHOII aHAyyparjaax yjiMaap OpOHTOH TaBUrIax
[IanTraad OoJIOT. DOMHII3YHH WIP3I3IP OHOIIIOX00C
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WIYYTAH AypC OHOUIMITOOHBI IIMHXKWITDY Hb OHOIIWKT
TaBMXaJ 4YyXaj apraj TOOLOrAIor. MHIIXP3 TapXuHBI
coponzoH peszonanct tomorpadu (CPT)-uitn DWI, T2/
FLAIR, T1+CE 6onon xommbtotepr Tomorpadu (KT)-
WH IIUHKWITIOT 3aaBajl XUMCIH OaiiBai 30XMITOH axan.
YHIBAHI'HXTJI-bIH yen uXsBWiIdH IyX-3yJailH J3JI09HT
XamapcaH, TOJOOT OOJIOH XOOpPOHI00 HHHJICOH, TATHI
XOMT Oyc maraan OOAMCBHIH €epwiIenT, YYHuH (oH a33p
ylaaH Xyramaasj XaJrajarajar IPTYWICOH HAIBYWITHIH
XOPHUTYY/ WIPIX, CYNpareHTOpPHal b XICTHHUT XamapcaH
JIaBINMX SIBITAM TapXMHBI XaTUHTaPIIUII (IBIPIAT OHEnitH
HUMI3P3J), WIBPCOH TOJOMTYYA Hb TOAOCrOrd OoIucT
TOJPOJ aBAAITYH, 30BXOH OBUHHH XOXKYYy Y€A KOPTHKO-
CIIMHAJI 3aMBIH JIaryy ©OpwWIeNT WIIPAAT 33p3r Hb TYC
SMIITUIH OHIIOT 3ypariai ax’3. Men YIIIBAHI'HXTJI-
piH yen CPT-uitn DWI ropuma myraman napaaiaap
LPrYMIICHH 0a XICar razpaapaa HUWICHH HaraaH 00JMChIH
eepuient (“stepping stone” Oyroy IIaTaicaH 4YyiIyyHbI
LIIMHXK) WOPIAr bac HArsH oHiyior 3yparian  06oi
togocrory Ooxucryit KT-uiH IIMHXHITISI3p TapXUHBI
naraaH 0OJMCT 2 TaJbIl XaMapcaH OJIOH TOOHBI KK
LIOXOKHITYY T HIAPAAT.?

XapuH  TapXuHbl  AYPCT  OHOLIMJITOOTOOP
TapXWHBI TAJIPBIH JOPX T'YHUH OOp Oeemc, rajHa Kamcyi
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00J10H TapxuHbI Oarana Oapar x3BuiiH Oaiinar. Jlapaaruitn
9qyXajl OHOIIMJITOOHBI apraJi TAPXUHBI 3UIH IIHHKAITD?
OpJor. DOUNH IMIMHXKWITIHA TapXMal HIOXOHKHUIT
(gliosis)-ooc rajgHa 1araaH OOIUCHIH COHOPIUIT HITIIX
HMIMHXKYY/ 0O0JIOX HOCOOXKCOH TJIMH Oa/acBai GemOenreH
aKCOH, Makpodar scyya wpadr Gaina.>* BugHuii XyBb
YHIBAHI'HXTJI-uiir OHOLUIOXOJI TCHETUKUITH OO0JIOH
TapPXUHBI HYTaCHBI IWHKUITIHYYIUAT XUIX O0JIOMKIYI
OaiicaH Xd/IMH 9 TapXMaj XaTyypal XdM33H OHOILIOTI0XK,
TOPMOH SMYIITIHI Yp JYHT Oreeryil SMHII3YIH
JIABIIMHTYH WIpANTAH, YAMBIH XaMaapaiTail TrypBaH
TOXHUOJIJIBIT TAHWJIIYYJDK OaiiHa.

IMHIIBYITH TOXHOJLTYYAbIH TaHWJINYYyJra:
X0&paoryoop JaamKpax XdJMOIpHHH TapxXMail Xaryypal
onomoop 2018 onsr 05 capaac 2022 onsl 06 cap xypTan
Xyraraany Yiaan6aaTap XOTbIH TypaB 00JI0H X0&payraap
HIATIAJIBIH AMHINTYYAURH MbaApanuiiH Tacart XaHJaH
X9BTOH SMWIYY/DK OaiicaH 3 TOXHOIJIBIT TaHUIILLYYIDK
OaliHa. DAr?dp TOXMOMUIYYA Hb TapXMal XaTyypJiblH
XSTHITBIH SIBI@JI XOOPOH/I00 YIMBIH XaMaapaiuTail 0010x
Hb TOITOOIJICOH 0a YAMBIH 3ypar, 3MHAJI3YHH HIPAII
0O0JIOH TypC OHOLIMIITOOHBI 3yparialyyablr Tyc OYpIsp Hb
TAHWILYYJDK OaifHa.
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3ypar 1. 3 TOXHOVIBIH YIMBIH 3ypar.

Toxuonoon 1: 46 Hactail SM3rT3i (yAMBIH 3ypruiH I1-5)
X2J1 29/Ip9X, ralax sipux Oalamaap XdJ1 spHaHbl 4aaBap,

00pUIree MIIPXHUIIDX Ya/iBap AAaBUIMHTYHraap Myyjaaan
OaiiHa X9M39H MDJIPUTUITH SIMUH]] aHX XaHJICaH.

OMHII3YIH ABI 02 WJIIPCIH HINHKYY/

2018 0B 2021 onooc
XAXAE MANKE EWTHHI 33IpaaT
IXWICIH HIMITICIH

o] (o) (o)

2024 oHE1 05 cap
ApHX, SapHETIIp
HIIPXHEI TaJBapryi

(o) o

201908 2023 opoocTranng
T VAPRIT HIT §T X310, GHe
Aaax TaJIsap pc
MYYICAH

2018 oOHBI CYy/?3C OBYTOHHHA XA SPHAHBI
O9PXIIPAIMAH  33PATIPd  XaxaK IalaH, 3aJruxaj
OopXIANTIN 6071007 Oaiiraar Hb aHXJAH TOPCOH ATY
Hb aH3aapcaH. SIpux, eepuiiree WIBPXUNIAX YaaBap Hb
aakmaap ynam gopacoop Oaiican tyn 2019 onsr 02 capn
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TapxuHbl CPT MIMHXUITI? XUHITIX] TOAOTIOrY 0O TUCHIH
TOJAPOJ aBaaryd 4 TapXUHBl XOBJOJ TOMPCOH IiaraaH
OOJTMCHIH OJIOH TOJIOMTYYJ WIIPCOH TYJ MHETUHTYIKHX
OMIIr O0JIOX TapXMal XaTyypal XOMA3H Y39H, TOPMOH
SMYMJITIAT LOXWITBIH TYHraap XHWHCIH Y SMHAIJIZYHT
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LIMHK TOMATMAH caibkpan wiposryi. 2021 6a 2022
OHYYABIH XSHaNThIH TapXuHbl CPT HmIMHXWITI2HYYAID
HABUMATIIP KUHIAIACOH ropuM (DWI)-n HiBumntuiin
xopur Oyxuit 2 Tanm 0emMOenruiiH 1araad OOJMCHIH, TATII
X3MT OYyC 06pWIeNTYYI XIBIHII3 OyI0y apuiiaaryi 6arican
6a 3cpATI’PI? HAIMATIAIK MOH JyX 3yJIail X3CII3p TapXUHbBI
XaTHUHTapILIWI YJIaM HaMAT 1K Oaiica Ty Oui acyyMKuir
JIABLIPYYJIAaH HOMDJITIOP YIAMBIH TYYXHHT LYTIyyJDK
9X3IcoH O0NHO. Acyymikaap ©BYTOH Hb 5 XYYXdUTdH
alJIbIH XaMIHifH Oara oXuH 0a 3 1ax or4 (yAMBIH 3ypruiH
11-3) Hp WKW X371 sipraHbl OPXUIINTIH Oakicaap, AyHI

XMpOM HacaHjnaa Hac Oapcan 00J XaMrHMMH TOM 9r4
(yamsiH 3ypruiiH 11-1) mantraan Tomopxoiryi 3ypx Hb
I'9HAT 30ICOXK Hac OapcaH eryyaMKTdH Oaiican. TyyHuid
ToM sruniiH 2 Xyyxoa (yamemn 3ypruiin III-1, 11I-3) v
JlaaMiKpax sIBITall XeIeJIreeHui XypaIdHull angaraairai,
MOH TaHMH MOJPXYHH OyypaiThlH IIMHX TAIMITYYATIH
Oaiican Hb Oatnaracad. 2023 OHOOC XAJT sipHAHBI Oaia
yllaM JIOpAOK TIp Oy, @kKIblH XaMT OJIOHTOWI00
Xapwilax yaJasap MyyJdax, HUUTMHUAH Xapwinaasja Oue
Jlaak OpOJIIOK Yaaaxryid 6osicoH 6a 07100 r3pTId OYyC/IbIH
X3CATYMIICOH acapraanj OaiiHa.

MbapaJuiiH Y3J3IT HIBPCIH IHHKY Y/

T ———————
TaHHH MATIXYIH
AMTATIAT

Inpasyua Ga
FRCTa T M I

Xoa HAPHAHBLL A1JAT3A0

3an Tapx 6a cATrIONER
BRQPLI8IT

MOCA 17/30 [Meepgobynedap mEsx

Xan aagpant Ga CaTran ryTpat

JANTHYPLIH ATIAT AT Hofpryitia

Sagittal

3ypar 2. 2022 (3334 31H33) 60J10H 2024 (1007 3THII) OHBI XapbiuyyJacaH Tapxunsl CPT 3ypar.

2 TaJbIH AyX 3yNMaiiH A37I02HTHITH XOB/IOJ TOWPCOH IaraaH OOIHUCT JaBaMraiiiaH HIdPCOH TOIO0OT OOJTOH HUIIMAIT
xom6opuiiH T2/FLAIR napaanana eHaep HJOXHOHBI SpYUMTIH eBepMel] Oyc araan 00IUCHIH 00pUIeNTYYA Hb
2022-2024 oHbl XapbllyyicaH 3ypacm Hama20coH 6auna. Yynuii cyypun 093p DWI oypcaand yoaan xyeayaano

Xa02anaz0can yreuuncon mapxanmmaii HIGUUIMUIH Xopuzyyo uispceon. Men axcuan 6onon cazuman 3ypazm menmopuymoit
0290 X2C2UTIH MAPXUHBL YOULIH XAMUHSAPUWIUT HIMISOCIH (I82PN32 OUeUtiH HUMEIPINL uUXacCcaH) batina. Tapxunvl bacana 60101
Oaea mapxuHbl XAaMuH2aApWUIL UIPIIYIL.

3ypar 3. 2024 ons! Tapxunsbl KT 3ypar.

TapXuH IPMYUICIH HIOXOMKUIATYY T HIIPCIH.
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Toxmoamon 2: 40 Hacrait sMarTa# (yambiH 3ypruiid 111-
1)-1 XUUTACOH Y3JIAIT TOHIBIPTYHIRI, OApYyH TasulacaH
caaXHT Oa SIBIUIBIH 00PWIONTYY TOA WiIpaHd. 2019 oHbI
09 capaac Xa1m 33103p4 dX3JICOH Oa ynanryi O6apyyH rap
Oanaiipy, ynimaap yjnaaH siBaxaap 0apyyH XeJ YUpAI/dK,
OapyyH xeit cynapu 3x351c3H. 2020 onbl 04 capaac xaxax
Lamax dXdJICOH 0a yJanryd Iyy XOOJIOMH eHre cyliapd,
sIpUXaJl yjiaM XYHApaATIi 6osncoH. CPT mmHKUITIArasp
TapXMHbI araaH 00MCHIH ©0PUWIONT WIIPCIH TYJI TapXMall

XaTyypajl X5M29H 33K TOPMOH SMUMITIAT LOXMITHIH
TYHraap aBcaH 4, SMHIJI3YHH SBI JaaM)KUPCaH XIBIIP
Oatican. 2021 onbl 02 capaac Oue JaaH anxax 4agaxryu
0osicoop, 3MHAM3YIH Oaiiman mopacoop 2023 oHOOC
OycapiH OypIH acapraasji OpCOH 0a XaMTHIH CYYJIUITH
Oyroy 2024 onbl 06 capblH Y3J19r93p XIBTPHUIH Oaiinanrai
Oosicon 6a 2024 oubl 09 capn YxIPIp XYHIPIH Hac
OapcaH. Ap IIPUIHXAH 3aJUIaH IMHHXKUITD XHAITIXI3C
TaTrajg3CcaH.

OMHIJI3YIH B 02 WIIPCIH HINHKYY/

2019 oHw 09
cApaac X1 2021 oxb1 02
¥3a3pd GapyvyH CAPAAC AMXAK
rap xes TaliaH yagaxryi
cynapcaH GoacoH
o -] o
2020 onsr 04
CAPAAC XAXAK
AL, APb
qaaaxTyi
Goacor

Y IMBIH OI'YYJIDMKUH TYYHUM 33KUNH XaMIT'HUH
Oara ayy (yambiH 3ypruiiH [I-5) 6a TyyHumii Oara ayy

2023 oHE 06
capﬂac TAaHHH
AITINYH Gypan

angaracas
o o o

2023 onnr 01 2024 oHbr 09

Cap XIBTPHAH capa Hac Gapcan

Goma Gy eaniH
ACAPTAAHT
OpCoH

(yamein  3ypruitn  111-3) Hap wkun 30Byypb 00JIOH
OMHAII3YHTHH OalicaH.

Mb>ap3JHiiH V33T HIDPCIH MIMHKYY/

T2/ Sagittal
7

T2/FLAIR

3ypar 4. 2021 (3331 3rH33) 60J10H 2023 (1007 3rHI?) OHBI Xapbuyyacan Tapxunbsl CPT 3ypar

Tanun MITIXYHE I I Mapasnt Ga I X271 APHAHLI 2112 r'u"ll 3an Topx Ha caTrINHiN I
AT AT IKCTPANHPAMHED MHEH BEPELIaIT
MOCA 10/30 bapyyH Tantacat X aapanT Carraa rytpan
XeIYYH caa,
neesIoGVIsGap MHTE

2 TalbIH AyX 3yJdaifH AI0HTHIH XOBIOJ TOMPCOH IaraaH 00AMCT AaBaMTaiiflaH HII9PCAIH TOIOOT OOJIOH HIMIMAI X3I03pHIH
T2/FLAIR napaanann eHIep TOXHOHBI )pUUMTIH eBepMeIl Oyc raraan 00IUCHIH eepunenTyya b 2021 6omoH
2023 oHbl XapbllyyJICaH 3yparT SaUMIYiH HIMaracoH Oaiina. DWI nypenan yyHUi CyypHH A33p yAaaH Xyranaanz
XaJrajarjcaH LPTYUIICOH TapXalTTai HIBUMITHIHH XOPHUTYY XIBI3P, 3apPUM XICII'T sUIUMIYit 6araccad. TeHTopryMbIH
J139]1 XOCTUIH TapXWHBI 9IMIHH XaTHHTAPIII WIDPXUN HIMATAIITYH 4, 9BIPIIAT OHEHIH HUMIIPAJT HAMATACOH HITYYTIHr9p
nx 0a CINICHUYM XICOIT HAMAITACHH OaiiHa. Men T1+CE 3ypart 139px roloMTyyx Hb allb aJlb 3yparT TOAPOJI aBaaryit
OaifHa. Tapxunbl Oarana 60JI0H O6ara TapXUHBI XaTHHTAPIIAI WIPIITYH.

Vol.21, Nel, (85) 2025
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Toxuonmon 3: 29 HacTtail 3parTail (yaMeiH 3ypruitn I11-
3)-H X3 sipua 33]3p4, 3YYH Trap Xeil cyjapd, yjiIMaap
TaHWH MDJIPXYH JaBIIMHTYH OyypcaH 0ereej XaxyyruiH
xatuHrapanT xaryypain (XXX) OHOIIOOp 3MUJIIAK
Oaiiraan 2020 ona Hac OapcaH. DHIXYY OIYYIIMK,
TapXUHBI AYPCIIUHH HIMHKUITIHUNA TyrH3atuiir 2018

OHBI 5-p cap X3BTIH dMUIYYJDK OalicaH eBUHUI TyyX?9¢
aBcaH 00JIHO. OBYTOH Hb TOXHOJAOJ 2 (YAMBIH 3ypruiiH
III-1)-b11 Oara ayy Oaiican. Xapamcanrail Hb ©BUTOHHN
tapxuHbl CPT, Maapanuiid naxuiraan Oudisr 33par Oycan
XO0JIOOTZIOX IIMHKMIITIHYYIUHT 0JIK Yajaaryi 60JHo.

OMHIJI3YIH ABI 02 WIIPCIH HIMHKYYA

2018 omel 01 capaac
XA 33T ININCIH

(o o

2019 oHE 02 capaac
FYYH rap Xea cyIapean

2020 oHI GYCIEH
Oy paH acapraass
OpcoH

o o

2021 onng Hac Gapcan

Mbap3JMiiH Y3J3IT WIBPCIH IINHKYY

Tanun s3IIxyiHH
ALAATART

]].'Ilpﬂllll.I an l l Xaa APHAHBLI AJTATIAT I
IKCTPANMHPAMEI IMHEE

3an Tepx Ga COTrINHER
BOPLIOIT

3YYH TALIAcAH XeWYYH
TaHHHE M3IIXYHH Sy VpaTT can, NceB00y s 0ap DK X3a 23qpaar
TapXuHbl ~ AYPCINIMMH — IIMHXKWITIAMp 2

TQJIBIH XOBIJIBIH 3PI3H TOWpPHBI T'YHMH IaraaH OomucT
6omon xopona pamuaran T2/FLAIR/DWI napaamann
OHJOP MOXHUOHBI JPUUMTIN eepwnentyyardd. dyx Oa
3yJaifH ARIOSHTYVADA JaBaMraijicaH TapXWHBI SIUHH
XaTUHTAPIIMITAR T3X IYTHAITTIH OaiicaH.

XoamMak: YIaMIUoIplH ajaTraanT 6eMOereH akcoH 0a
HOCOOXKCOH TN OYyXWi HacaHA Xyparcld] TOXHOJIOX
neiikosrnedanonata  (YIIBAHTHXTJI) HR ayTocoM-
JOMHMHAHT X3B IIHMHXK?3DP yIaMIJIar X3Aui 9 Cropaauk
Oyl0y TOXMOJJUIBIH X3B INHUHXYYX M6H OypTIraricsH
Gafimar® XaMruiiH CYyJIHiiH YeWiH Ccyanraanyymaap
YIIBAHTHXTJI-ptH mrantraan 6omox CSFIR renuitn
THPO3WH KHHA3 PELENTOPT MyTallll YYCCIHIIC Oomor
Hb TOITOOTJCOH TYJ aHXJard MHKPOTJIMHH 3MI3r
ToOIOrANOr OONICOH. Yuup Hb THPO3WH knHa3 HH CSF-
1 Gonon interleukin-34 THTOKUHYYIBIH perenTop Oa
TOJUTOH TapXWUHBI MUKPOTJH OOJOH HEHpoHI OaiipiaH,
MHUKPOTJIMI 3CHHWH YpKHJ, aMbJIpax dYaJBapaac TajHa
MPAPAIUIH  ypbTanl (progenitor) SCYyAWHH aMmbapax
YyagBap, YpKWI OOJIOH sUIrapiibll 30XHMIyyJax YHICOH
YYPArTaii 1oM. DH? SMIATHiH yen Hac axux Tycam CSF1R-
BIH YWJI aXwularaa yinam Myyzacaap Oapar amra Gommor
X3M23H Y313T 02 5H3 Hb OMI'3T Cy UIANBIH IHHKUITIAII9D
TOJUIOH HEHPOHBI aKCOHyyZ OemOemer X3m03pTait
OOJIOXBIH XaMT Makpodaryyxa, Oycaa II00H TOXHOII0X
acTponuTyys 00oH Oycaa TMil 3CYYAWIH HOCOEXMIT
WIPIXUHH XaMT MHEIMH Tapxmajaap aira OO/DK aKCOH
IOMTIAT Hb OaTnarmmar 6aina.>>”’

Tyc 3MIAruiiH 3MHAII3YHH IIMHXK TAMATYYZ Hb
Oycaznaraan 00JMChIH OOJIOH TAPXUHBI COHOPOIT IMIATYY L
60ox AmbIreiiMepslH ©BUMH (TYHIDTIAX Yiln OoloH
Oif CaHAMXKUI{H aijariai, XdJ sipuaHbl 0a 3aH TOPXUIH
©OpUIIeNTYY), AyX 4YaMapXalH TIHATPINT (HUUIAM, 3aH
TOPXUIH, XyBb XYHHH Oa X3/ SIpHaHBl ©6pUIeNT), XOB
muHKUT Oyc ITapkuHCOHM3M, TapxXmai XaTyypal (TaHWH
MAIIXYIH OyypanT, XaJ1 spra 6a XeJereeHi anarian) 6a
Cerebral autosomal dominant arteriopathy with subcortical
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infarcts and leukoencephalopathy (CADASIL) 33par
TapXMWHBI CYAACHBI 3MIITYYA (X3J1 93ApAIIT, yHTaapax 0a oi
CaHAMXHUIH OyypalT)-T31 TOCTIH WIPANTIA Ty UXIBWIDH
oBUHMI 75%-1 OHOmI aHIyyparaax 0a/3cB3I OpOHTOX
OHOIIITOTIOX TanTail. MeH CyyIuiiH eI SMHAI3YH, 1ypc
oHOmIMIToo OoyoH aMrar cymramaap YIIIBAHT'HXTJI-
1 agun 6omoBu alanyl-transfer (t) RNA synthetase 2
(AARS2) renn 2 amnenwiftH MyTaruiiH manrrtraanT AARS2
TeHWIH MyTalblH MIANTIAaaHT JeHK> HIedatonaTuraac
SITaH OHONUIOX Imaapayara Ttymrapd OaiiHa. AARS2
TEHUMH MyTalblH MIAITraaHT JeHK HIe(aIonaruraac
suiraarai - Hb  30BXeH  YIIBAHI'HXTJI-eiH  yen
XOBJUIBIH ©OPWIONT, AyXHbl XICTHHH XOBIOJI TOWPCOH
MIOXOMXUATYY, WIPIXUHH XaMT 3B3pidr Ome (corpus
callosum)-pIH TeBHWIH XaTWHTapal OOIIOH HHUMIIPAII
VIIBAHTHXTJI-IT yex uityy TOJ YYCIIT akad.* OBUHHiA
9XJIP WMHXK ayHmxkaap 40 rapydl Hacana wmpd, 3-4
JKWJTMHH XyTallaaH]l Xe1eJIMOPHITH YaJBaphIT alJariyyik,
OycapiH XapaaT OOJOXBIH caIlyy, OHpOJIIooroop 6-8
JKWJIMHAH I0TOP X3BTPHHH acapraan MIMJDKIDK, [aaluaa
Hac OapanT OHIePTIH YXIHUIH aloynTail ©BUYMH OM.
2024 oHBI Spyros HAapBIH PETPOCHEKTHB TOXUOIIOJBIH
cynanraaraap YIIBAHTHXTIJI -taii 291 toxuonmiooc 3
KWIMiH mapaa 75%, 5 sxummidia gapaa 50%, 10 sxunumita
Japaa 25 Xypaxryi XyBb Hb aMbJl YJIJICOH TyXail JypbACaH
Oaiinar.®

Onooroop YIIBAHI'HXTJI-p1H SMUMIITD
XapaaxaH HIATIIATYH Oaiiraa 9 YYHAJ 3CHHH AMYMITIIT
TYpIIHMH CyAJiaX IIaTaHmaa Oaifraa ax33. 2021 oHBI TOIM
Cyfanraaraap yyAJ1 5CHIH SMUHMITIHUN lapaax JyHDKaap
2 OKWIMHH XyrauaanJ JAypCidJIMAH IIHHXWITIHIIIP
TapXWHBI [[araad OOAMCHIT XaMapcaH ToJOMTYyyx Oaracd,
X6I6eJIMOPHITH Ya/IBap alJalThH OpreTreceH YHHIr3 (Ex-
panded Disability Status Scale (EDSS))-23p xenenreenuit
06a TaHWMH MDPIPXYHH XYpIsHUHU anmarganyyn Oyypd
TOTTBOPXKIK OyH TyXail M3IPICOH U 3apuM IAallu
JaraH Cy[uiax miaapararaii GoJoXbIr OHIOJICOH Gaiimar.®
VIIBAHI'HXTJI-bIr T€HETUKUNHH MIMHXKUITI3I33p KIOH
umIBXIKYYIdra  gakrop-1 pemnentop (CSFIR) renuitn
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OmHan 3ytin moxuonoon

MyTanuap Oarajraataii OHOILIOX XAJWUN Y, TCHETUKHUITH
HIMHKWITYY  XUHAX OOJOMXKIYH HOXIeJJ TOXUOJJIOMNT
CyypuwjICaH = peTpOCIEKTHUB  Cyjdajraaraap  yJAMBIH
Or'YYJIIMK, DMHAII3YH, HAC 02 YPCIAINITH IMHKUITIHAN
3ypariajl TI9c3H 4 Wanryypr YHAICIPH Oatanraar
(definite), marammantaii (probable) 3cBa  GOIOMKTOM
(possible) XaM39H OHOMIMIT TaaMaryiax MAaIluI OHOIIUHIT
0aTyIaXblH TYJI TEHETUKUHH IIUHKHITIOT SPINIXUAIDXUIT
3eBnezer 60acoH.'” TuitMaac Oua OYX3H 4, 133pX yIAMBIH
XamaapanTaii 3 TOXHOJUIBIT 3MHAJI3YH Oa AypCiuuiiH
manryypaap YIIBAHIHXTIJI Gaiix marammantaid Tax
Y3C3H 0a Iaalu TeHETUKUITH OOJIOH 3UIH HIMHKHIT)
XMHX XYCANTIH Oaiiraa 0omHO. [IP9pX TOXHONUTYyABIH ap
IIPUHHXIHTIN OallHTBIH X0JI000TOH Oaiiraa Oereex Tyc
©BUHUI IIMHXK TOMASITYH TMIIYYIUNH Y3/ITUAT XUHXUIH
33parid TapxuHsl CPT xuibx y33x XycaulTuilr ynaa napaa
TaBUXaJ TaTrajascaap UPCiH X31uil u yimbIH 3ypruiiu I11-1-
uiin 37 HacTaii SMAITrTIN ayyToH yymnszad 2024 ousl 06 capn
XuracoH TapxuHbl CPT IIMHXWATAI33p 1e6eH TOOHBI
JIeKapalo3nChIH MIMHXKYY MIpd OalicHaac 3MHAI3YHA
nipoanryi Oaiican. [aammy Oux 6yxaH »ar?9p rap Oynuiir
yPT XyranaasJ JaraH cyjaiacaap 6aix 60IHo.

Jyrmaar:  MboapaiuiiH  TOTTOJIOOHBI  YPIBCANT 0Oa
COHOPOJITOT AMIIIYYIUWH SMHAIZYHH HIMHXKYYA OO0JIOH
TapXUHBI JTYPCT OHOIIMITOOHBI HJIPAIYYA XOOPOHI00
HuRH odponunoo Tyn YIIBAHTHXTII-bir oHOIIIOX
rost wrHKuIr? 6051 CSFIR reHuiiH MyTalpIr WIpyyJnx
TCHCTUKUIH IIUHXKWIT? oM. X31uil Oup  OyXHUA
TAHWILYYJICAH  TOXUOJAJIYYABIT  YAMBIH  OTYYJIIMXK
X0J00COH TyJ TyC OHOIIMWT TaBuajx Oaliraa Xd1uil 9
TCHETHKUIH NIMHKUITIArIdp 0aTallk, HaallIbH TYCIaMK
YHITUMArI, YYHI SMURH SMUMITIZHUN XOI’KUJ XYBb
HAM3P33 OpyyJiaX Hb 3YHTIH XOMI3H xapxk OaitHa. MeH
OHOOJIpUIH OWIHWMI HeXIeN Oaigay] TCHCTHKHITH
LIMHKWITI? XWX 00JIOMKIYH Oaliraa 00J0BY SMHIIZYIH
MIPAKTHKT XO/6JIT00HUH, TAHHH MIJPXYIH 0a X311 sipHaHbl
JlaaMKpax sBUTall TOXUOJAIYYAal YAMBIH OTYYIdMXK
OOJIOH JYPCUMH HIMHKWITIOHYY/A/I OHLIOM aHxaapal
TaBUH TyC AMIATUUT TaaMarjax INairyypbil allUriIaxbir
30BIIOXK OaiiHa.
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Familial rare cases of adult-onset leukoencephalopathy
with axonal spheroids and pigmented glia (ALSP)
misdiagnosed as multiple sclerosis
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Abstract:

Background: Adult-onset leukoencephalopathy with axonal spheroids and pigmented glia (ALSP) is a rare neurode-
generative disease characterized by cerebral white matter abnormalities, which leads to progressive cognitive and motor
dysfunction that usually presents in a middle-age. We present the pedigree, clinical, and imaging findings of familial
cases with similar clinical features suggestive of progressive multiple sclerosis. Among our cases, two had died and the
remaining one case is still alive, but with clinical symptoms getting worse, such as unable to verbally express themselves,
unable to take care of themselves, worsening social relations and work abilities.

Conclusion: Because the clinical features and neuroimaging findings of inflammatory and neurodegenerative disorders of
the nervous system often overlap, the definitive diagnostic test for ALSP (Adult-onset Leukoencephalopathy with Axonal
Spheroids and Pigmented Glia) is genetic testing to identify CSF1R gene mutations. Although genetic testing is currently
unavailable, it is advisable in clinical practice to apply diagnostic criteria and pay close attention to family history and
characteristic neuroimaging findings when evaluating patients with progressive motor, cognitive, and language decline in
order to suspect this condition.

Keywords: Adult-onset leukoencephalopathy with axonal spheroids and pigmented glia (ALSP), White matter, Magnetic
resonance imaging.
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