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Texk Ha 0oJ1ecra

S BapujaéuHa nporpecuja

S HO cekoram NpPorpecuBHa, 6€3 peMuCHH

S 90% pa3BuBaart u 0yJI0apHA CHMIITOMATOJIOTHjA
S cMpTeH ucxoa mopagu pecnupaTopHa cJ1adoCT

SnpocevYHo npexnByBame 2-5 1



* MpocevHo - 14 meceny o MOYETOKOT HA
CUMIITOMUTE 10 MOCTABYBAK€ HA
NMjarno3ara

* IPBUTE 3HANM U CUMIITOMM C€ CYNITUIIHUA U
HecneuupuaHn

* HeMa Te(PUHUTHUBEH IUJArHOCTHYKHU TECT
* HICIIUTYBAaKkA 3a 1A Ce UCKJIy4aT APyru
MJarHo3u



El Escorial World Federation of Neurology
Criteria for the diagnosis of Amyotrophic
Lateral Sclerosis

The diagnoses of ALS requires the presence of
1.Signs of lower motor neuron (LMN)
degeneration by clinical, electrophysiological or

neuropathologic examination,

2.51gns of upper motor neuron (UMN)
degeneration by clinical examination, and



3. Progressive spread of signs within a region
or to other regions, together with the absence
of:
Electrophysiological evidence of other
disease processes that might explain the
signs of LMN and/or UMN degenerations;
and
‘Neuroimaging evidence of other disease
processes that might explain the observed
clinical and electrophysiological signs.



« Diagnostic Categories

Clinically Definite ALS: is defined on clinical evidence alone
by the presence of UMN, as well as LMN signs, in three
regions.

Clinically Probable ALS: is defined on clinical evidence
alone by UMN and LMN signs in at least two regions with
some UMN signs necessarily rostral to (above) the LMN
signs.

Clinically Probable - Laboratory-supported ALS: is defined
when clinical signs of UMN and LMN dysfunction are in only
one region, or when UMN signs alone are present in one
region, and LMN signs defined by EMG criteria are present in
at least two limbs, with proper application of neuroimaging and
clinical laboratory protocols to exclude other causes.



* Clinically Possible ALS: is defined when clinical
signs of UMN and LMN dysfunction are found
together in only one region or UMN signs are found
alone in two or more regions; or LMN signs are
found rostral to UMN signs .



KOrHuTuBH NpOMeHu

25% - KOTHUTUBHYU POMEHN O] (PpOHTAIEH
THII
* 3-5% - (pponTO-TEeMNIOpaIHA TEMEHN]jaA

(®TA)



Cen3zubmnurer
Codunkrepun pynknun
Cexkcyannu pyHKnun
Ounn mycKyin

CpueBnoT MycKyJi



Tperman

* Puiny3zoa

* TPETMAH HA CUMIITOMM, (PU3UKAJIEH TPETMAH,
NAJINjaTUBHU, CYIOPTUBHUA MEPKH



Multidisciplinary approach
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Cnunanan MmyckyJmam aTrpogun
(CMA)



ABTO30MHO penecuBHMA 00JIECTH -
negextr B0 CMH1 remn, Koj ro eskoaupa
CMH nporeuHor.

CMH1 | >

HeONMXO/ieH 3a MpeXXNBYBamh€ Ha
nepudepHuTE MOTOPHY HEBPOHM , HETOB

HEMOCTATOK | > TYOHMTOK HA
HEBPOHNTE BO MPENHUATE POrOBU HA
pPOETHHOT MO30K | > MYCKYJIHA

arpoduja



A utosormal recessive inhaeritance




NudganTuiina ¢popma Ha CMA (tum 1)
Werding—Hoffmann
nouetok: (-6 mecenu

Hypotonia
(decreased
muscle tone)

FADAM



Hajremka ¢popma na CMA

IIpBu mecenu oa xuBotToT ("floppy
baby syndrome").

bp3a nporpecuja

Cnadocr Ha pecnupaTopHara
MYCKYJIATypa - IHEYMOHMA - HAJYeCcTa
NPUYMHA 32 JIETAJIEH HCXO



CMpTeH ucxo HajuecTo A0 Kpaj Ha BTopa
roguHa O] ;(KUBOTOT



NuTepmenuepna popma (CMA Tum 2)

Dubowitz disease

IToueToOK : 6-18 Meceny 01 3JKUBOTOT



JlennaTa He ce COCOOHH 34 CTOEHE U
oJeme,HO MOXKe Ta cenar.

Pa3zninuna Op3uHA HA mporpecuja

Hajronaem ges ox naneHTUuTE
NpPeXNBYBAAT 10 BO3PACHA 1004, HO CEeNaK
JKNBOTHHOT BEK € CKpPaTeH



JyBenuina popma (tun 3 CMA)

Kugelberg—Welander disease

IToueTok > 18 mecenn



ITanuenTHTE CE CIOCOOHM 3a
CAMOCTOJHO Ofie€ 0JIr0 BpeMe

Pecnuparopuara MmyckyJiarypa
NOMAJIKY MHBOJIBUPAHA

HopmaJjieH )XuBOTEH BeK



AnyatHa popma (tum 4 CMA)

IloyeToK: mociie Tpera aekama o
JKHBOTOT



Cnopo nporpecuBHa MyCKYJIHA
arpoduja
(mpoKcuMaIHU MYCKYJIH)

HopmajieH )XuBOTEH BeK



[njarnosa

KinmHn4ka cjimka: XunmoToHuja u
XUnoTpo(puja (MpOKCUMAIHUA MYCKYJIN)
ACOIMPAHU CO OTCYTHM MYCKYJIOTETUBHU
pediekcu

EaekTpomuorpadguja

CPK — HopmasiHa WM COCeM JIECHO
MOKAYHA

I'eHeTCKO TecTupame



