ashmnica

FIGAS AUSTRUMU KLINISKA UNSVERSITATES SUMNICA

RIGAS STRADINA
Bl UNIVERSITATE

ALS UN CITAS MOTONEIRONU
SASLIMSANAS

LOU GEHRIG

(June 19, 1903-June 2,
1941) Baseball player in
19205 and "30s, Holds
record for most career
grand slam home runs
(23). Gehrig focused

MRMQQ

national attention on ALS Stadium during his

in a famous speech at
Yankee Stadium in 1939,

farewell speech

STEPHEN HAWKING
(Jan. 8, 1942-present)
Internationally
renowned physicist
who is almost
completely paralyzed
by ALS, Hawking's
illness has progressed
more slowly than
typical cases of ALS.

. VISPAREJAS NE|

MARY VALASTRO PINTO
(April 17, 1948-present)
Mother of “Cake Boss™
reality TV show star
Buddy Valastro. In the
season finale last month,
viewers learned Mary
Valastro, a regular in her
son's bakery, had been
diagnosed with ALS,
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Augseéjais
motoneirons
Apakséjais
motoneirons

|
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MOTONEIRONU SLIMIBAS

Spinala
(bulbara)
muskulu

atrofija

Gimenes amiotrofa
laterala skleroze

Hereditara
spastiska
parapareze

i

‘2

5 , <
§§ Inherited 25
o - “g
22 Sporadic 59
L <

— & Primara
laterala
skleroze

Progreséjosa
muskulu Amiotrofa laterala
atrofija skleroze

Statland et al Neurol Clin (2015)
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SPINALA MUSKULU ATROFLIA

» SMA raksturojas ar priekséjo ragu stinu degeneraciju muguras

smadzenés un motoro kodolu smadzenu stumbra

» Atkariba no vecuma, kad saslimsana sakas, un gaitas, izskir 4 tipus




MOTONEIRONU SLIMIBA

SPINALA MUSKULU ATRO

» Simetrisks proksimals muskulu vajums, vairak izteikts kajas

ar arefleksiju
» Meéles fascikulacija — | tips, roku trice Il un Il tips
» Nav citu simptomu
» Progreséjosa elposanas nepietiekamiba péc restriktiva tipa

» Nav raksturiga sirds muskulattiras iesaistiSanas



MOTONEIRONU SLIMIBA

SPINALA MUSKULU ATRO

SMA iemesls - SMIN proteina deficits

95% no visiem SMA — SMN1 géna delécija 5q13 hromosoma (AR)
EMG - spontana aktivitate, polifaziskie, garas amplitudas un ilguma
darbibas potenciali

KFK — N vai nedaudz *

Muskulu biopsija —atrofétas un hipertrofetas muskulu skiedras




MOTONEIRONU SLIMIBA

GIMENES ALS

» Raksturojas ar priekSéjo ragu motoneironu, kranialo nervu motoro

kodolu un frontalas garozas degeneraciju

» 5-10% no visiem ALS pacientiem P % f
> lzdala AD (lielaka dala), AR un X saistitas formas ﬁ j ﬂ g'g
5-10% w ‘i “ m
| == ppidie i4
B8 Fus
B Unknown

= C9orf72
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MOTONEIRONU SI.IMIBA

HEREDITARA SPASTISKA PAR

» Raksturojas ar progreséjosu tr.corticospinalis (torakala dala), fasciculus
gracilis skiedru degeneraciju

» lz8kir «tiras» un «kompleksa» formas

Kognitivs
deficits,polineiropatija,ataksija,
ekstrapiramidala simptomatika,
atarakta,optiska neiropatij

Apakséja spastiska paréze
Urinacijas traucejumi
Vibracijas sajuta kajas |

> lzdala AD (lielaka dala, parasti «tiras»), AR («kompleksa») un X sais
formas («kompleksa»)

» Zinami 70 genotipi...



MOTONEIRONU SLIMIBA

HEREDITARA SP.

Pes cavus Genu recurvatum

Romanian Journal of Morphology and Embryology 2009, 50(2):299-303



MOTONEIRONU SLIMIBA

PROGRESEJOSA MUSKULU A

» Reta (2,5-11% no MNS), sporadiska slimiba

» Apakséja motoneirona degeneracija

» Muskulu vajums, muskulu atrofija, fascikulacijas, arefleksija
» 20-30% - 5 gadu laika pievienojas augséjo motoneironu

bojajuma pazimes — ALS




MOTONEIRONU SLIMIBA

PROGRESEJOSA MUSKULU A

» Nav specifisks biologiskais markieris diagnostikai

» Kliniska aina un elektrofiziologija — izmainas 2 vai vairak
regionos, noradijumi par slimibas progresu un izslegti citi
iemesli
EMG - fascikulacijas, lieli polifaziski motoras vienibas
potenciali ar samazinatu rekrutésanos)

» Prognoze: vidéjais dzives ilgums — 80 mén.

o



MOTONEIRONU SLIMIBA

PRIMARA LATERALA SKLE

» Reta (1-4% no MNS), sporadiska slimiba

» Augséja motoneirona degeneracija

» 5 gadu laika pievienojas apakséja motoneirona bojajuma pazimes
— ALS
Labaka prognoze neka ALS (lidz 14,5 gadi)
Rigiditate (stivums) biezak neka pie ALS (47%vs4%)
Muskulu atrofija retaka neka pie ALS (tikai 2%)

>

>

>

» Centrala tipa paréze
» Nav diflizas fascikulacijas
>

Var but urinacijas trauceju



