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CYOAITAA

XAXYYTUAH XATAHTUPT XATYYPIbIH FAP YHXUX
X3NBE3PUAH TOXUONAON

O.feneeeH’, b.L{3paHnyHuae’, ITHam', b.J1xazeabasip’
TALLIYYUC, M3adpan cydnarnbiH MaHXUM

YavpTran: XaxyyrummH xaraHrupt
xatyypan eB4nH (ALS) Hb TeBUH 6a 3axbIH
X64enreeH xapuyucaH MOTOHENPOHYYAbIH
ceHepenTtan xonb6ooton yycasr!! ALS
©BYHMI ToNnox xanbap Hb coHrogor ALS
Gerees, 9H3 Hb HUAT TOXMONASIbIH UX3HX
XyBUWAr 333naar Gonoedy Oycan [O94x9B
Ganarvir cyganraaraap TOrToocoH. ALS
©BYHMIT yaoaMwinbiH Oyy rap OynuiH
(Tooopxoun reHunH myTauuTanm xonbooTown)
6onoH ongmon Oywy cnopaguvk rax
aHrmnaxaac ragHa gop gypacad 6avgnaap
X390 x34 adrungar. ALS-blH  coHrogor
xan6ap (Lapko) xanbap —classic ALS, rap
YHXUX XaM WwnHx — Flail syndrome (FAS),
xen yHxmx xanbap — flial leg phenotype,
oynbbap xanbap - Progressive bulbar
palsy (PBP), ambcranbiH 3pXTHUN X3anbap
— Respiratory phenotype. Wim Gangnaap
OMNOH aHrunarggar, aMHaN3ym-naTtonorumH
OIOH MNpanTan 6angar Hb 3HAIXYY ©BYHUNT
OHOLUNOX0Z 3apuM Tanaapaa 63pxLwaanTan
G6anpar.? Ooanxung »xung 100 000 xyHA
1-3 Toxmongon Oyptrargasr.  LlaraaH
apbCTHYYAbIH AyHO TOXMOMAON eHaep
6anpar. Oprun Hac Hb 55-75 Hac xagui Y
3anyy HacaHg Toxnongox 60nHo. Spartan
XYMCaHA naBamran 6anpar.

lap yHxunx xam wnHx — Flial arm syndrome
(FAS) 3eBxeH 0334 MeyauH npokcumarn
X3CrMMH  cympan, XaTaHrypwiuin, Toruw
X3MTAMradp, JaamxpaH WNPax LUMHXI3P
axanpar. XapuH 3H3 yen Aood meYaen

6onoH ambcranax, 3anrux, 3axnax yung
oponugor  OynuMHryyabiH cynpanbiH
WMHX wunapaarryi oxuynorron. Bl Xosop
TOXMONZONA Xena [334 MOTOHENPOHbI
FOMTIIMAH LWWHX UNnapaar.[4]

Toxunongon  TaHunuyynra: EpeHxun
M3439n9n: 79 Hactam 3partan, Ynaasap
XODKUMYMH MIPraXnnTtan. [on 30Byypb Hb
2 rap xyyryn ©60ncoH. 2 rapaa MepHeec
0931 eprex Yagaxryn. Tarnaa OHronnrox
Yyagaxryn. Xoon wuadxa99 asiraa eprex
noax guunaxryn. Llamuaa eepee emcex,
emaee OypaH Tatax 4vagaxryn. Ye ye 2
rapblH LLOPMEC TaTHa raCcaH 30BYyYypbTaM.

Acyymx: 2023/08 capaac axnasg 2 gan,
MepHUA ByCnyypunH OynuuMH wyypd, 2
rapblH Xy4 cynapy, tom 6apuxag angax
30Byypuyq aHx axancaH. 2023/10 capaac
2 rap yHXaag [O93pX 30BUYpYyyd unyy
HomMaracaH. [9pasp oakBatop  10/20wmr,
knonungorpen  75mr,  npegusnH - 35w,
naHaHrvH copte, naHcopbug Smr Torrmon
yygar. 1970 oHO yywruHel 3amdusem
oHowunoracoH. 2006 oHA aMepuKT 3YPXHUI
cTeHT TaBuyncaH. 2014 oHg HygHWU gapanT
OHOLUMOrgoo4d, aMunmnrad xmmrgcad. 2017
OHA 2 HyAHUN Bonop conuynax Mac 3acarn.
2017 oHpg YI'TO-4 2 cyacaHa 3ypxHun
CTeHT TaBuyncaH. 2022 oHpg 6GapyyH Hya
xapaarym 60ncoH.

Y3nart: YxaaH caHaa capyyn. bawnpnan
NO3BXUTIN. Bbvue paax 4BHa, sBraH
cyyraag O0OCHO, ecrvi, enmui A33p
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ABX 4YagHa. 12 xoc MagpanuiH Tanaac
eepunenTryn. XegenreeH: 2 rap MepHeec
A933W eprex yvapaxryn /6apyyHg wvnyy/.
2 rapblH  Mep-bycnyypunH  BynyuH
XaTUHrapLucaH, sinanrysa m.supraspinatus,
m. infraspinatus, m. deltoideus, m.
triceps, m. biceps, m.abductor pollicis
brevis, m.abductor digiti minimi, m.
interosseous dorsal XaTUHrapLucaH.
2 rapblH m.deltoideus dacumkynsaum
WUN3PH3. BynuMHIMAH TOHYC Meuyaen Xurg
cynastap. bynunmHrunH xy4d: 6apyyH rapbiH
npokcumarn xacart 6uuenc OynyYUHrMnH
Xyd 2/5 6ann, Tpuuenc OyNYMHIMAH Xyd
2,5/5 6ann, guctan XacarT capByy arrax
Xyd 2,5/5 6ann, 3yyH rapbiH npokcuman
X3CarT buuenc BynumHriH xyd 2,5/5 6ann,
Tpuuenc 6ynynHrmnH xyd 3/5 6ann, auctan
X3CarT capsyy atrax xyd 3/5 6ann, 2 xeng
5/5 6ann. WepmecHun pednekc: 2 rapt
Wwyy capsyy, buuenc, Tpuuenc pecdnekc
YYCOXryn, 2 xenpg LWepMecHUn pedguekc
©HOOepPCCOH. Maapaxym X3BUWH. IMrar

pedonekc yycaxryn. Ezoop Tartargan, MoHaH
XaM LUNHX UNP33arym.
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QHI/AMIT 2023/10/03: OHI™ WMHXMNTa3HA,
rapt AayHa 6onoH OGOrTHbl MaapyynuuH
X66enreeHumn LUMPXTNIAH amnnuTyg
ByypcaH. OMI™ WMHXNNrasHA rapT HEMPOreH
©6puSIenT TO4 UIIPHS.

Xy3yyHun CPT 2023/11/24: C4/5-C5/6
TYBLUMHA HyracHbl XeHOUWA XapbUaHrym
cTeHo3Ton. bycag TyBWWHL  HyracHbl
X3MXK33, X3nb63p, AOXNOHbI IPUUMKUNTUIAH
Garvpgang WNIpPXun  SMrar eepynenTrymn
GanHa.

AMHIN3YUH OHOLW: X0Ep rapblH 3axblH Cyn
XOC caa. XaXyyrminH xaTuHrapTt xatyypan.
[ap YHXMX XaMLUNHX

IMuunraa: LWuHX TOMAMMAH 3MYMNTId
OonoH acapraa cyBusraa, CoprasH 3acax
aMuunrag  (gacran, XxegenreeH 3acan
AMYUUIIT33 TYC TYC XUNrO3B.

Yp AyH: ©OBUYTEHNIH OnennH bangan SMUNH
AMUMNTadH4, TOITBOPXKCOH Tyn uUaawmag
Xapbsia LOYYPrUAH  M3OP3NUAH  3MYUIAH
xaHantaHg 6anx, 3 cap TyTam [aBTaH
Y3YYJ19X33p 9MHINMr33C rapracaH.

AnraH oHoWwWwWNroo:

+ Tapxman xatyypan.
*  MwnacteHnu /6ynbbap xanb6ap
» beemcninH 093px gaamxpax caa

* [lapkuHCOHM3M  paBamrannax
TOITONUOOT XaTaHrmparn

OJ10H

* [lceBpoobynbbap caaxunt 6a XeHreH
33prunH GapyyHa AaBamrannax cnactumk

+ TeTpanapes

*  MwukpoaHrmonaTumH lanTraaHt
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nakyHap cTaryc

» [yx-yamapxanH TaHarpan 6a 6ynbbap
caa xaBcapcaH KOMMMNEKC aMrar,

« Fabry eBuunH
OyrHanTt

XaxXyyrunH xaTuHrapanT XxaTyypan Hb
TOBUANH OONMOH  3axblH  X646rreeHun
M3LP3MNNH 3CYYaUnr

COHIOMII00p r3MTI3A3N, TYPraH Jaamxpax
ABUTaW, TaBuWNaH MyyTan M3ApP3UNH
aHxgard  ceHepenTt eBiYMH Gereen
X6L6TeeHNN M3AP3NUNH 3CYYA rAMTCIHIIC
MEYOUNH caa, OYyNYUHIMAH XaTuHraparn,
ambcranblH  BYyNYMHIMAH  caaxun  yycu
XYHO3PAJr TaBUNaH HaH Myy 3Mrar HOM.

MaHan Toxuongong eBdYTeHUn 2 rap
MEpHeecC 33l eprex 4agaxryn, 2 rapbiH
Mep-0OycnyypunH BynymH xataHrmpLicaH, 2
rapblH m.deltoideus dacumkynaum nnapcaH
Hb 36BX6H [334 MeYauiH npokcumarn
X3CTWMWH  cynpars, XaTaHrmpwun, Tarw
XOMTINraap, JaamMxpaH WNpaX LUMHXI3P
9XANAar rap yHXuX Xam LWUHXUAH UeeH
TOXMOSMANbIH HAT A Y33 GanHa.

OHAXyy xam wuHxmnnr XXX esvHuin Bycag
Xan6apaac OOMoH Xy3yyHUN Mwuenonatw,
ypTaBTap Tapxu HyracHbl yyn3sap X3CrmmnH
XaBapaac SfiraH OHOLWSIOX Hb H3H 4yxan
Gangar. Yump Hb 3H3 Hb 6BYTOHUI aMbapax
Xyrauaar TOrTOOX, MH 3MYUNraar apT
AXNYYNax33parTanwyynxonbooTtontom. Fap
YHXUX XaM LWMHX Hb XXX 6BYHUN COHrogor
X3an6apTan MXKUM TOCTIM IMHINIYMH LUMHX
TAOMAJr y3yynaag 3orcoxryu, 'YX WNHXMUIH
Tanaapx Ma3gaanan xomc banaraac A33px
2 Xxan6apuinr sanraH OHOLUNOXOA TeBerTaun
banpar. Wijesekera HapblH cyganraaraap
rap YHXuX Xxam LWNHXWUWH yeq aop xasx 12
XYPTANX capblH XyrauaaHn goon meuaen
MOTOHEMNPOHDI rOMTUWH LLUNHXYYA,
Oynbbap OYCUMH TAMTAUNH  LUMHXYYA
UNapaarrym  Bonoxelr  TOrTOOCOH.  MeH
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NONUCOMHOrpadUIiH LUNHXUMAT33raap A33pX
2 xanbapunr anraH oHOLNOX H6ONOMXTON.
BITYX yen HOMPOH AyHA aMbCeran Tacangax
LWUMHX OONOH HOMPHbI XAMpan AyH4 33par
nnapaar 6on XXX-bIH COHroOMO X3n63pninH
ven TeBwuiH, Gernepent, XOnuMMmor anHos
BGONOH HOWMPHbI XsIMpan XyH4 33prasp
nUnapaar oHunorron 6annHa. © Niumpg asspx
TOXMONANbIH  ye4 HOM3NT33P  HOWPHbI
Ouunar xuunraxk cyganban wnyy HapuiiH
AnraH oHowrox ©Gonowmxkton 6GanHa rax
y3ax 6arHa. Uaawung XXX eB4HWUA rap
YHXNX, XY3YY L33KHUA X3nb3p, COHromon
X3anb3pyyamnir XoopoHA Hb AinraH OHOLLNOX
antaH craHgapTtbir 6w 6oNrox HaH
lWaapanaratan 6anHa rax ysnaa.

TaBunaHrmnH xyeBba XXX eB4yHuMA Bycap
XanbapTan xapbuyynaxag rap YHXux xam
LWMHXWUWH Yed 3MH3N3YMH LWNHX XapbLiaHryn
yoaaH XxyrauaaHg pgaamxuvpgar 6Gereep
AyHaax Hacnant 4 xun, 10 xun ambgpax
xyrauaa 17% ©Gangar 6a gyx yamapxauH
TOHArpan maw xosop Toxuongaor /1,4%/
GariHa. OH3 eBYHMI Yen LUMHX TOMATMNH
AMUMNIIA, COPradH 3acax IMYMIII3 XUNX
Gereen punyson 3MYMred Hb 6BYTEOHWI

ambpax Xyrauaar yprtacragar [3c3H
cynanraadyyg 6anxa. [l
Tynxyyp yr: XaxyyrmnH  xaTuHrapt

xatyypan, TaBunaH Mmyy, [ap yHXux xam
wuHx, XXX-Map yHxux xan6ap, ALS-
AMNOTPOdbIH XaXyyrmnH CKepos

Tanapxan: OHaxyy TOXMONAOSbIT
XONanuyynaxag  XamTpaH  axunnacaH
ALLIYYWNC, MoHron-AnoH cyprantbIH

SMHIMTMNH M3OP3STUAH TACTUWH XaMT OS10H,
AHaraax yxaaHbl Marnctp L. ConoHro
6onoH XO3OT-3 TacrmmH xamT OnoHA TyH
Tanapxarn nnapxmmnsbe.

Ec 3ym: Toxmnonpgong eryynargax
YUNYNyyarymgumH — XyBUWH M3439Nn9n
Oonox Hap, perucTpunH ayraap 33prumnr
aypgoaaryn. YUnunyynardmgaac 3MHIM3ym
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TOXMONAON X3BIYY3X 36BLU66pesl aBCaH
6onHo.

AWYYNC-unH MoHron-AnoHbl 3MHIMTMIAH
AMUMNII3 IPXINICIH opnory gapra 60noH
TaCrumH 3pPXIaryaac 3eBLUeepes aBcaH.
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ABSTRACT

AMYOTROPHIC LATERAL
SCLEROSIS: FLIAL ARM SYNDROME

O.feneeeH’, b.L{apaHnyHyae’, THam', b./Ixazeabasp’
Dep of Neurology, School of Medicine, MNUMS

Flail arm syndrome (FAS), an atypical
variant of amyotrophic lateral sclerosis
(ALS), is characterized by progresses
slowely, predominantly proximal, weakness
of upper limbs, with no involvement of the
lower limb, bulbar, or respiratory muscles.
In the world, 1-3 cases per 100,000 people
per year are registered. Incidence is higher
among whites. The peak age is 55-75 years,
although it can occur at a younger age. The
male gender is dominant. Signs of upper
motor neuron (UMN) lesions of the cervical
region in flial arm syndrome patients are
rare. The lack of information regarding FAS
may make differential diagnosis between
flail arm syndrome, upper limb onset
amyotrophic lateral sclerosis and other
lower motor neuron syndromes difficult in
clinical settings. The prognosis of FAS is
better than that of upper limb ALS and most
cases of FAS are sporadic. Therefore, a
reliable differential diagnosis is essential to

determine the prognosis. Compared with
the other varient of ALS, clinical symptoms
progress over a relatively long period of
time in flial hand syndrome, with a median
survival of 4 years and a 10-year survival
of 17%. We report a 79 year old patient
admitted to the hospital with a 1 year history
of proximal weakness and 2 arm shoulder-
girdle muscle stiffness, wasting and 2 arm
m.deltoideus fasciculations with Flail arm
syndrome. It was one of the few cases of
arm drooping syndrome, which begins only
with weakness, stiffness, and symmetry in
the proximal part of the upper limbs. Definite
ALS was diagnosed based on clinical
examination /neurological abnormalities/
and electromyography results.

Key word: Flail arm syndrome, ALS,
Amyotrophic lateral sclerosis, Lower motor
neuron sign
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