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VPHAN HEBPONIOTVAIA 1 HEAPOXMPYPTIAYECKIAX UCCNEAOBAHUN

YIK: 616.89:616.98:578.834-055-07-08
PaxumbaeBa I'ynopa CartapoBHa
TarkeHTCcKas MEAULUHCKAS aKaJleMus
Axo6apoBa Canna bBaxTuepoBHa
Pag3aros Kacypoex baxpomoBuyu
AHMKaHCKUH rOCYJapCTBEHHbIM MEIUIIMHCKUI HHCTUTYT

HEAPOUMMYHOJIOTUYECKAS TMATHOCTHUKA ITPA BOJIE3HU IBUTATEJBHOI'O HEMPOHA

d http://dx.doi.org/10.5281/zenodo.10454068

AHHOTAIUSA
BoxkoBoii ammorpoduueckuii ckiepo3 (BAC), cmeprenpHOE HEBPOJIOTHYECKOE PACCTPOUCTBO, TaKKe HM3BecTHOE Kak OonesHp JIy ['epura,
XPOHMUYECKOE MEJUICHHO IIporpeccupyioiee 3a0ojeBaHue, NPH KOTOPOM BEIYIIMMH KIMHMYECKUMU CHHAPOMAMH SBJISIOTCS CIACTHKO-
aTpoduuecKue nape3bl KOHeUHOCTEH 1 OynbpOapHbIe paccTpoHCTBa, 00YCIIOBICHHBIE COYETaHHBIM OPAXKEHUEM LIEHTPAIBHOTO U IIepr(epHIecKoro
JIBUTraTeNbHOro HelipoHa. B Hacrosiee Bpems aruonorust criopagudeckoro BAC 1o xonua He BbricHeHa. OznHako y 10-20% G0IbHBIX BBISBICHBI
[PEIPACcOI0KEHHOCTb K ayTOMMMYHHBIM IIPOLIECCAM.
Knrouussie cioBa: bone3Hs 1BUraTesbHOro HelipoHa, OOKOBOI aMHOTpOduUEcKuil CKIIepo3, MUEIMH aCCOLMUPOBAHHOIO INIMKOIPOTEHHA
(MAG).

Rakhimbayeva Gulnora Sattarovna
Tashkent Medical Academy
AKkbarova Saida Bahtiyorovna
Ravzatov Jasurbek Bakhromovich
Andijan State Medical Institute

NEUROIMMUNOLOGICAL DIAGNOSIS FOR MOTOR NEURON DISEASE
ANNOTATION
Amyotrophic lateral sclerosis (ALS), a fatal neurological disorder also known as Lou Gehrig's disease, is a chronic, slowly progressive disease
in which the leading clinical syndromes are spastic-atrophic paresis of the limbs and bulbar disorders caused by combined damage to the central
and peripheral motor neurons. Currently, the etiology of sporadic ALS is not fully understood. However, 10-20% of patients have a predisposition
to autoimmune processes.
Keywords: Motor neuron disease, amyotrophic lateral sclerosis, myelin associated glycoprotein (MAG).

PaxumbaeBa I'ynopa CartapoBHa
TomkeHT THOOHET akaneMusicu
Axo6apoBa Canna bBaxTuepoBHa
Pag3aros Kacypoex baxpomoBuyu
AHIUDKOH JaBiaT THOOUET HHCTUTYTH

XAPAKATJIU HEUPOH KACAJUIMTUHUHT HEXPOUMM YHOJIJIOTUK TUATHOCTUKACHU

AHHOTAIUSA
En amuorpoduk ckiepos (EAC), yiumra onub kenaauran HeBpOJIOTMK KaCaLIUK, IyHUHT ek, Jly Teppur kacamiuru cuparuna xaM TaHWIraH
6y1110, CypyHKaJIH, acTa-CeKUH PUBOMKIIAHYBUM XaM/ia TaHa OXUPJIAPU CHIACTUK-aTpodHK Ba OyiabOap danaxukiap OuiaH KedyBud MapKas3uii Ba
nepudepuK MOTOHEHpOH 3apapiaHHIIM HATHKACHIA F03ara KeJajuraH 5Takul KIMHUK CHHIPOMIApIHp. XO3UPrH BakTha cropamuk EAC
STUOJIOTUSICH TYIHK YpraHuIMaranura kapamai, 6emopiapausr 10-20% ayTouMMyH jkapaHilapra MOMMIUTMK MaBIKy JUIUTH aHUKJIAHTaH.
Kamur cy3aap: MoToHeipoHn kacayuiury, €4 aMHOTpOo(HK CKIIEpO3, MUEIHH acconupianral rimkonporent (MAG).

AxTyanasHOcTh: BokoBoit ammorpoduueckuii ckiaepo3d (BAC) —  rpymn[1]. 3aboneBaHue XapakTepu3yeTcst IpOrpecCUpyYIOIel r'HOebo
JeTaIbHOE HelfpoJiereHepaTUBHOE 3a0oJieBaHME, KaK IIPaBWIO, C  MOTOHEHPOHOB Kak B KOpe OONBIIMX IOJYyIIApHil, TAK ¥ B MEPEIHUX
OBICTPOIPOrPECCHPYIOLINM THIIOM TEYCHHUEM. DTHOJIOTUs 3a00JIeBaHNs.  POrax CIMHHOTO MO3ra, a TAaKXKe B TOMOJIOTMYHBIX MM HEKOTOPBIX
U €T IIaTOreHe3 10 KOHI@A He PpacKphITHL. 3aboeBaeMocTh BAC B Mupe  ABHIaTEJIBHBIX SApax CTBOJA TOJIOBHOTrO Mo3ra. THIIMYHO MopakeHHe U
Kozeouercst ot 2 10 5 Ha 100 ThICSY HaceleHHMs, B NOCISIHUE TOJbl  LEHTPAIBHBIX, M Hepupepu- YECKHMX MOTOHEHPOHOB, XOTA IpH
OTMEYaeTcsi POCT €ro YacTOThl y NalMeHTOB PasHbIX BO3PACTHBIX  PasiM4HBIX Bapuanrax BAC, ocoGeHHO Ha paHHMX cTausX OoJyesHH,
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MOXKET  HaONIO#aTbCs  IPEUMYILECTBEHHOE  BOBJICUCHHE  JIUIIb
OIIpeIeNICHHBIX TPYII MOTOHEHpPOHOB. IIpu OynpOapHOM mapanuue u
CIMHAJIBHOW aMHOTpoduu (WIM HPOrPecCHpYIOIeH  MbIIICUHON
aTpoduu) OGosibllle BCEro CTPajaloT nepudepuieckue MOTOHEHPOHBI
COOTBETCTBEHHO CTBOJIA M CIIMHHOIO MO3ra, TOrjJa Kak IIpH
rceB100yIb0apHOM Iapanuye M HEePBUYHOM OOKOBOM CKJIEpO3e —
LIEHTPAJIbHbIE MOTOHEHPOHBI, THHEPBUPYIOIUE CTBOJI U CTMHHON MO3T.
I'nGenb nBUraTenbHBIX HEHPOHOB HE COIPOBOXKIACTCS KaKMMH-THO0
crelu(pUIECKUMU  LUTONATOJOTMUECKIMHY ~ M3MEHEHMAMH.  YTpaTa
nepuepuuecKuX MOTOHEHPOHOB B CTBOJIE M CIIMHHOM MO3T'€ IIPUBOJIUT
K JEHEepBalMM U IOCHeNyroeil arpoduu  COOTBETCTBYIOLIMX
MBIILICYHBIX BOJIOKOH. bBosie3Hp Xapakrepusyercss H30UpaTelIbHbIM
HOpa’keHHeM OONBIIMX MUPaMUIHBIX KJIETOK (KieTku bena) MoTopHOi
KOpBl TPELEHTPAIPHOW M3BWIMHB, HO B HEKOTOPBIX CIydasx
PacHpOCTPaHEHHOCTh JEreHepaliy JUIMHHBIX IPOEKIMOHHBIX ITyTeil
CIIyXHUT NOATBEPXKIECHUEM HMMEIOLIErocst MOPaKeHUs: MHOTHX JIPYrHX
HEHPOHOB KOpbl M IOJKOPKOBBIX sIJIEp, TaKKe YYacTBYIOIIUX B
BBIITOJTHEHNH ITPOU3BOJIBHBIX JIBHKCHUH.

INepBbIM IpU3HAKOM 3200JIEBaHUS CITYXKUT IIOCTENICHHO, HE3aMETHO
pa3BUBAIOLIAsCA ACHMMETPHYHAs MbllIeyHas c1abocTh, CHayala
0O0BIYHO NPOSBILIOIASCS B KaKOW-1100 0jHON KoHeuHocTH. Hepenko
B ITOPAXEHHBIX MBIIIIAX BBIPAKEHBI yTOMIIIEMOCTD U JIETKUE CIIa3MBbl.
CnaboCTh CONPOBOXKIACTCS BUIMMBIM IOXYJaHHEM U arpodueit
BOBJICUCHHBIX MbIl. OCOOGHHO Ha paHHMX cCTagusx Oone3HH B
MOPaKCHHBIX MBIIIIAX OTMEYAIOTCS JIOKAIbHbIE IOASPrUBaHUS —
Gbacuukynauyu (€CM OHM HE CKPBIBAIOTCS BBILIENEXAIIEH >KHPOBOH
TKaHb10). [IpakTuuecku 1r00ast MpllIEYHAsi TPyIIa MOXET OKa3aTbCs
MOPaKCHHOW B MEpPBYI0 Ouyepelb, HO C TEYEHHEM BPEMEHH B
[IATOJIOTMYECKUH TIPOLIECC BOBJICKAIOTCS BCE HOBBIC M HOBBIE MBILIIIBI
JI0 TeX I10p, T10Ka aTpodusl He CTaHeT CUMMETPUYHOM BO BCeX 00JIacTsX,
BKJIF04asl )KEBATENIbHYI0, MUMHYECKYIO MyCKYJIaTypy, a TAK)Ke MBILILbI
[JIOTKA ¥ sI3blKa. PaHHee Iopa)keHHE [bIXaTeIbHOH MYCKYJaTypbl
MOXKET INPUBECTH K CMEPTH €IIe /0 3HAYMTENBHOH BBIPAKCHHOCTH
atpodun npyrod sokamm3anud. Kak npaBuio, JETATBHBIH HCXOJ
00yCIIOBJICH JIETOYHOM MH(EKIUel, BTOPUYHOM II0 OTHOIICHUIO K
rJ1yOOKOH TeHepaI30BaHHOM MBIIIEYHON C1a00CTH.

B Hacrosimee BpeMsl CyILIECTBYET HECKOJIBKO alIbTEPHATHUBHBIX
knaccupukanmii B/IH, ncrmons3yeMsIx pa3HBIMU UccienoBaTessiMu [ 1].
Bce oHM He BIOJIHE YIOBJIETBOPSAIOT CIELHAINCTOB, IOCKOIBKY 3TO
penkoe 3aboneBanne (1—4 3aboneBmmx Ha 100 000 HacenmeHws)

OTJINYACTCSI LIUPOKUM KIIMHAYECKUM u TEHETHYECKUM
MOIUMOP(HU3MOM.

ITo  5K30r€HHBIM  KOHIICIIMM  BO3HHKHOBCHHS  OOJIE3HH
paszensercs:

* BAC: ayronMMyHHast TEOpHsI TOBPEXKICHHS

* Bupycnas runoresa stuonorun BAC TecHO cBsi3aHa ¢ ayTOMMYHHOM
TEOpHEl IOBPEXKAEHUS MOTOHEHPOHOB INPU 3TOM 3a00JIEBAHHM.
OcHoBaHHEM IS Hee SBUIIHCH CIeayolue GaKThl:

1. CoyeraHue  CHHAPOMOB  IIOPAXKEHUS  MOTOHEHPOHOB  C
ayTOMMYHHBIMH 3a00JIeBaHUAMH, MOHOKJIOHAJIBHON raMmanaTuei
U HEOIUIACTHYECKMMHU IOPAXKCHUAMH, NPUUYEM CpPEeIH IOCIIEIHUX
BCTPEYAIOTCSA psn
BBI3BIBAIOTCS PETPOBUPYCAMH;

2. Yacrora BcTpeuyaemoctu antureHa HLA, anturena A2, aHTurena
A3, anturena BW35;

3. Haymuue aHTHTEN K pa3IMYHBIM HEBPAIBHBIM CTpyKTypam (Behan
P.O. et al,, 1977, Brown R.H. et al., 1987).

OCOOEHHO  4acTo mmdomsl, KOTOPBIX

OpHAaKo TPOTUBOPEYMBOCTH JAHHBIX O HapymeHnu T-B-
KJIETOYHOTO HMMMYHHUTETa, abcoiroTHas Hed(P(PEKTHBHOCTh Kak
HMMYHOCYIIPECCOPOB, TaK W HMMYHOMOXYJATOPOB, a TaKxke

miasmodepesa U Apyrux METOIOB HO3BOIMIN TOBOPUTH O BTOPUYHOM
poJi ayTOMMMYHHBIX MexaHu3MoB ipu BAC ( Silani V. et al., 1980 ).

B nocnennne romsr HeliponMMyHONOrus Kak OTAENIBHAsT OTpacib
HAayKH pa3BUBACTCS IOCTATOYHO aKTUBHO. Vcropus HMX u3ydeHHs
HauuHaercst ¢ 1985 r., xorya BrepBble OBUIM ONMCAHBI ayTOAHTUTENA
IPOTHB MHUEIMHACCOLMUPOBaHHOTO riuknporenHa (MAG). MAG
MPUHAUICKUT K MOJIEKYJIaM KJIICTOYHOH aJre3ux U 3KCIIPecCcUpyeTcs Ha
OJIMTOJICHIPOIJIMOLMTAaX W IIBAHHOBCKHMX KieTkax. OH sBisteTcs
MEIaTOPOM B3aMMOAEHCTBHH OJIMTOIEHIPOTIIHOIUTOB MEXITy COO0M
u ¢ Hedponamu. IIpM MMENMHM3aLMM AaKCOHOB OH  TaKxke
O00OHApyKMBaeTCd Ha MX BHEIIHUX IIOBEPXHOCTAX M IPHIIEKALINX
MOBEPXHOCTAX KJIETOK, (opMmupyrommx MuenuH. bonee  50%
MAMEeHTOB C nepudepudeckoi Heliporatnn 1 [gM-MOHOKIIOHATIBHOM
raMManarueii MMEIOT MOHOKJIOHaNIbHble IgM-aHTHTENa, KOTOpbIE
ces3biBatorcs ¢ MAG. Ectb Onomapkepsl Uil ONpeJeNeHus aHTU-
MAG-ayroanturen: GM1, GA1, GM2, GDla, GD1b, GQ1b, GM3,
GM4, GD2, GD3, GT1a, GT1b, cynsdaTury, ranakrouepedpo3usy u
SGPG.

B Hacrosmee Bpems u3BecTHO, 4ro raHmmosuy GMI
HPUCYTCTBYET B IIEPEHUX CIMHHOMO3IOBBIX KOpEIIKaX, I03TOMY
KJIMHUYECKUH (PEHOTHUII, acCOLMUpPOBaHHON ¢ aHTH-GM 1-aHTUTEnaMK
Oosie3np aBurarensHoro Heifpona (BJIH) He Brutouaer B cebs
CCHCOpHBIE HapyIICHHUSL. Antu-GD1b-anrurena, Ha000poT,
aCCOLMUPOBAHBI C CEHCOPHOW HeHponaTHel 1 aTakyroT OOJIBIIMHCTBO
HEHPOHOB 4yBCTBUTEIIbHBIX I'AHIJIUEB.

Hean: OOwLIeH Lenblo NPeCTaBICHHON padoThI ObIIIO U3YUUTh POJIb
aHTHUTE]l K aHTUIeHaM HEHpOHOB HpH HelipoBocnaieHuu. B ciyuae
GOKOBOTO0 aMHOTPO(HUYECKOro CKJIepo3a HaIMYMe ayTOaHTHTEd B
KayecTBe AMArHOCTUYECKOro Onomapkepa siBIsieTcst CIIOpHbIM. B arom
HCCIIeIOBaHKE TepBast 3a/1aya 3aKJIF0Yanach B TOM, YTOObl yCTaHOBUTH
BO3MOXKHOE BOBJICUCHHE AyTOAHTUTEN K HEHPOHAIBHBIM aHTHUI'€HAM,
MHIyLUPOBAHHBIX CKJIEPO30M Ha pa3BUTHE 3a00JIeBaHuUE.
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Marepuan m Meroasl McciaeAoBaHmsi: B uccnenoBanue Obun
BKuIto4eHs! 31 nanuenra ¢ quargosoM BAC, B Bo3pacre ot 25 net 10 81
roga (cpemauit — 59,84+11,9 roga). Becem GONbHBIM 3a yKa3aHHBIN
MIEPUO/T B COOTBETCTBHU C DJb-DCKOPHAIBCKUMHU KPUTEPHSIMH OBLI
BHEpBbIe ycTaHOBJEH auarHo3 BAC, xoropslil hopMyspoBacs Kak
«I0CTOBEpHBI  JlabopaTopHO-oATBepkaeHHEIH  BAC». Meronom
HCCIIEIOBAaHNH OBUT ONpeeieHHe B CHIBOPOTKE KPOBH IAIMEHTOB
cymmapasle anturena (IgM u IgG) k ranrnuosugam asialo-GM1, GM1,
GM2, GDl1a, GD1b.

PesyabTaThl MccienoBaHus: JIaHHBIA JUAarHOCTUYECKUM TecT
okazayics mHosiokuTenbHbIM B 50 % ciyuaeB (n 53) npuuem
CTaTUCTHYECKHU 3HAYMMO Yallle IpH Oysis0apHbIX popmax —y 19 (66 %).
Yame Bcero oOHapyxuBaich ayroanturena K 1 (40,1%) wim 2 (23 %)
raariano3uaam (puc. 1).

[pu oneHKE MPOrHOCTUYECKOH PO AHTUTEI K TaHTIIHO3UIaM TIPH
BAC okazanocs, uro antu-GD1a accounpoBaHsl ¢ TSKEIbIM TEUCHUEM

Cnucok Jmmreparyp:

3abonieBanus (terparuterus, VBJI), antu-GM1-anTuTena yka3pIBaroT
Ha BBICOKYIO BEPOSTHOCTh HEIOCTAaTOYHOIO OTBETa Ha IPOBOINMYIO
TEpAIHIO U HeONarONpUsTHBIN IPOrHO3 B OTHOIIEHUH BOCCTAHOBIICHUS
CaMOCTOSITEIIBHOM X0Ib0BI B TEUEHUE TOYTO/1a.

BeiBoasl: B HacTostiee BpeMst 0OHapy KeHHe HOBBIIICHUS YPOBHS
anTu-GM 1-ayToanTuTen SIBJISICTCS BCIIOMOT'aTeJIbHBIM
MarHOCTMYECKUM  KpUTEpHEeM TP JAHHOM  3a00JIeBaHUM
OKa3bIBAIOLIUM TIOMOIIb B IOCTAHOBKE OKOHYATEIBHOI'O JHMarHo3a B
CJIOKHBIX ciydasix. CTOUT OTMETHTb, 4TO YaCTOTa BHISIBIISIEMOCTH aHTH-
GM1 IgM npu BJIH Bapeupyer ot 30 mo 80 %, B cBsI3M ¢ ueM
OTpHLATENBHBIE PE3YJIbTAaThl NMMYHOJIOTHIECKOTr0 UCCIIEA0BaHMS [IPU
HaJIMYUK JPYTUX KPHUTEPHEB JaHHBIM JHMar€Ho3 HE HCKIIOYAroT.
OTMeueHO, 4TO KIMHHYECKOE YIIydIIeHHe Ha (OHEe BHYTPHBEHHON
HMMYyHOTeparuu dame HaOmomaercst y OonbHbBIX ¢ aHTH-GM1-
aHTHTENaMH, OJHAKO KOppelsiMM C HX THUTPOM MOXET He
HaO0JII01aThCSI.
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