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Neuralgicka
amyotrofie
(Parsonage-
Turner
syndrom)

Vzacny syndrom neznamé
etiologie

Postihuje prevazné
motoneurony brachialniho
plexu a/nebo jednotlivé

nervy nebo jejich vétve

Nahly zacatek s vyraznou
bolesti v rameni

Velka variabilita klinickych

projevl a postizni nervu

Nasleduje chaba paréza v
oblasti svalli ramene a
periskapuldrnich svalt

Zpravidla béhem nékolika
dnd




Historie

e Poprvé popsal Dyke vr. 1916
e Kazuistika pacienta po aplikaci
antitetanického séra

e 1941 Wyburn-Mason 42 pripadu
“brachial plexus neuritis”

e 1943 Spillane 46 pripadu ,lokalizované
neuritidy“

e 1948 Parsonage a Turner 136 pripadu
,heuralgické amyotrofie”

NEURALGIC AMYOTROPHY
THE SHOULDER-GIRDLE SYNDROME
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A SYNDROME comprising pain and flaccid paralysis of
the muscles round the shoulder girdle occurred fairly
often during the war years 1941-45, though previously
it had been rare. Wo observed 136 cases during neuro-
logical work in the Army in the United Kingdom and in
India Command.

The essential clinical picture is simple : without any
constitutional distburbance pain starts suddenly across
the top of the shoulder-blade and may radiate down
the outer side of the upper arm or into the neck. This
pain lasts from a few hours to a fortnight or more, and
then a flaceid paralysis of some of the muscles of the
shoulder girdle and often of the arm develops, and in
some cases there is a patech of numbness over the outer
side of the upper arm. When the paralysis appears, the
severe pain usually stops, but a dull ache may persist
considerably longer. This clinical picture is subject
to modifications.

Remarkably little was published about this condition
before 1942. Some cases of serratus-magnus palsy
developing  after operations or after infections are
recorded (Bramwell and Struthers 1903), but most of
the serratus-magnus palsies were traumatic in origin.
The standard neurological textbooks (Gowers 1802,
Allbutt and Rolleston 1910, Oppenheim 1911, Harris
1926, Kinnier Wilzon 1940) do not describe the condition
beyond stating that a toxic neuritis of the long thoracie
nerve, and sometimes of the circumflex nerve, may occur
after infections such as typhoid and pncumonia, Russell
Brain (1940), under the hecading *‘spinal neuritis,”
describes the condition as it affects the fifth and sixth
cervical nerves, and ascribes it to an interstitial neuritis
at the intervertebral foramina.

In England Richardson (1942) drew attention to the
increased incidence of cases of serratus-magnus palsy,
and of the 9 cases which he described only 1 could be
ascribed to trauma, 1 followed pneumonia, and 1 glandular
fever, and in 2 of the cases there was paresis of muscles
of the shoulder girdle besides the serratus magnus.
Richardson's cases are in our opinion similar to those
recorded here. Shortly afterwards, in the Middle East,
Burnard and Fox (1942) described cases of ** multiple
neuritis of the shoulder girdle™ of similar type, and
Spillane (1943) analysed 46 cases of *‘ localised ncuritis
of the shoulder girdle.” An official G.I11.Q., M.E.F
pamphlet (1943) described the condition under the name
*infective neuritis,” but included under this heading
also cases of nerve lesions of the lower limb, which appear
to us to differ from shoulder-girdle paralysis. In the
United Kingdom one of us (Turner 1944) described,
under the name * acute brachial radiculitis,” 36 cases,
which are included in the present series. The following
case illustrates the clinical course.

An officer, aged 48, had & mastoid operation on Aug. 16,
1844, and lu.\ht llll\h later, while in bed in hospital, had
sudden severe pm’n acroes the top of the right shoulder-
blade and down the outer gide of the right arm to the elbow.
This pain lasted about twenty-four hours and then stopped.
Two days later he noted weakness of his right shoulder and
numbness over the right gide of the nrrk and outer side
of the right arm. There were no constitutional symptoms
at the oneet of the pain or the paralysis.
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During the next two months the power of the right sho!
gradually improved. He was examined by one of us
months after the onset, when he had moderate wasting
weakness of tho right lower trapezius, spinnli, deltoid, bi
and supinator longus, and there was winging of the
scapula due to partial paralysis of the serratus magnus,
right biceps .ruu{ supinator jerks were fecble, the other ref]
normal. There was cutaneous scnsory impairment
C4 and C5 spinal segments on the right.

ANALYSIS OF THE CASES

The 136 patients included 3 ecivilians and 1 Sery
woman. There were 2 Indian sepoys in the series,
other cases have also been seen in Indians, but suffic
details of these are not available for them to be incluc
the ocourrence of the condition in Indians is interest
for poliomyelitis is very rare in the adult Indian the
common among European troops in India and amn
Indian children. | )

The age-incidence was as follows ;
8,19-24]256-2030-34| 35-39| 4044 | 45-40 | 4

38 41 28 i 5 2

Age (yr) .. 14-
No.ofcases .. 2
The youngest patient was a boy of 15, who develd
the condition after pneumonia, and the. oldest was
54. These figures for age-incidence reflect fairly of
rately the age-groups in the Services and are prob
of little m;rmﬁ('amu

The countries in which the patients were serving W
the disease started were as follows :

No.of No

- Couniry cases Country cas

United hinmiom o 49 At sea o0 2 F
India .. 47 | Belgium O

Burma .. ... 18 Borneo . .. 1

Italy .. e o 6 (‘Mnu = 5C
M.E.F. = .e 4 | Toe .. . 1
\orth “Africa . 3 \oulln \lr]cn ‘e as 1
East Africs .. . 3

The preponderance of cases in the United Kingdom
in the India-Burma theatre was to be expected bec
we were working in these areas. The papers previo
mentioned show that the condition was also commol
the Middle East, and it is clear that the disease was

widely distributed at any rate in the Eastern hemispll

PRECIPITATING CAUSES

A remarkable fact iz that no less than 66 of the
patients were in hospital with other conditions when
shoulder.girdle syndrome started, and others had rece
recovered from illnesses. In 98 of the cases there
evidenee of some precipitating factor :

Precipitating Cause Cases I'nv:ip:.!alfna Cause C

Operations. . . 12 lections .. .
HMernjotomy .. .. ) alaria .
Appendicec l,om) 1 Tyyhuu sud maiaria
Varicooele . 1 Typhus .s
FPilonidal oyst .. 1 Tvphn[d o
Mastoid. . . 1 llvarﬂxtrrv
Sm. POX . .
Trauma e 10
lular fever
Gunshot wound of .
remote parts : 5 matio fever
Minor Jocal tranma 5 Chest infections. .
Other conditions . . 5 Septic infections
I umbar puncture 1 | Minor fevers .
Air phalogram . 1|
philitic tront- Poliomyclitis
. . 2 Diphtheritic lml\n(‘llﬂlh
Severe ::nuun- 1

Operations
All the above.mentioned operations were relati]
minor, and different anmsthetice were given—¢
inhalational, some intravenous, and some spinal.
patient had received trichlorethylene in a closed cir
which is known to injure the nervous system (Hump
and McClelland 1944). In no case could the neurolog
condition have been due to a mechanical cause, suc
pressure, for there was always a clear interval bety
the operation and the first symptom of the shoul
girdle syndrome—pain. The intervals were three {
co
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Popsand poprvé v roce 1960

¢(velmi vzacnd, dosud jen stovky rodin)

Dysmorficky vzorec

eHypotelorismus, epikantus, mikrostomie, dysmorfie usnich boltcd, rozstépové vady, parcialni syndaktylie
¢, Modigliani portrait like” (obr.)

. 7 /
_l e re d I ta r n I Mutace v genu septin 9 (SEPT9) 17925 AD dédicnost, sekvencni varianty, delece,

duplikace

q e u ra |g I C <a, «Funkce mikrotubuld

Zacatek v druhé az treti dekddé, velka rekurence s naslednym vyznamnym omezenim

a myOt rOf e funkce ramen

«Clenové postizenych rodin vykazuji velkou variabilitu dysmorfického habitu i frekvence a tize HNA

eVétsina postizenych ma ale alespon jednu epizodu
*80% penetrance

Jde o systémové postizeni

*Kromé brachidlnich plextt mohou byt postizeny jakékoliv periferni nervy a LS plexus
«Casto postizen n. frenicus a n. recurrens
eDechové, polykaci potize, chrapot
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Epidemiologie

¢ Incidence cca 1-2 pfipady na 100 tis osob/ rok

¢ Incidence 3/100 tis/rok

¢ Prospektivni studie 1/1000/ rok (van Alfen a kol, 2015)
* 30-50x vice nez se do té doby predpokladalo

¢ Ze 492 pacientti s nahlym vznikem bolesti v oblasti krku, ramene nebo paze mélo
IBN 14 nemocnych

Mortalita/Morbidita

* Nejde o smrtelné onemocnéni, zavazné riziko jen pfti postizeni freniku
¢ Signifikatni rezidualni disabilita postizeni koncetiny po 2 letech 10-20%

* Asi polovina pacientli ma trvalé rezidualni bolesti ramene a snizenou vykonnost
koncetiny

M/Z 2:1 az 4:1
*3 m az 74 r, zpravidla mladi dospéli a stredni vék
¢ Vznik v détském véku- HBN




Ftiologie,

natofyziologie-
BN

Neni dosud znama

e 50% zadné identifikovatelné spoustéce
e Stres, imunita, fyzicka zatéz

Imunitné zprostfedkovana zanétliva reakce proti
nervovym vlaknim brachialniho plexu

e Lo & Mills popsali kondukéni blok v 33%

Aranyi a spol. Popsali USG charakteristiku u 14
pacientU

e Fokalni nebo difuzni ztlusténi fascikld nebo nervi
e Inkompletni zUzeni nerv( s torzi
e Propleteni fascikll (,fascicles entwinement”)




Situace asociované s INA

Infekce, imunizace,
desenzibilizace

Trauma mimo
ramenni pletenec

Operace, anestezie

Gravidita a porod

Revmaticka a

onemocnéni pojiva:
Ehlers- Danlos, PAN, SLE

Jiné: Radioterapie,
aplikace
kontrastnich latek
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Klinicky obraz

(1)

Bolest a slabost horni koncetiny

Bolest v rameni zacina nahle, casto v
noci, vzbudi pacienta

Nejsilnéjsi Po 7-10 dnech  Neni zvyraznéna
béhem prvnich  zacne postupné Valsalvovym
dni ustupovat manévrem




Klinicky obraz

(2)

Slabost zpravidla nastupuje s urcitou latenci po bolestech

e Obvykle ale v prvnim tydnu

Slabost je v rameni +- scapula alata

e Odpovida dominantnimu postiZzeni horni ¢asti brachidlniho plexu, resp. nervli z ného vychazejicich
e \lyjimecné muzZe postihnout cely plexus s obrazem monoplegie nebo naopak jen dolni ¢ast s
distalni slabosti

Prilezitostné jsou postizeny izolované nékteré svaly pfi selektivni denervaci
motorickych vldken

e PT, FPL, supraspinatus

Napinaci manévry +, Valsalva -

Senzitivni deficit je zpravidla mirny

Absence rSo- podle postizenych perifernich nervu a sval(i




Kl | N |C|({/ Ob raz e Thoracicus longus

(3 ) e |[nterosseus anterior

e Slabost dlouhych flexorl palce a ukazovaku
(FPL a medianova ¢ast FDP)- OK sign (obr.)

e N. frenicus
e Dolni hlavové nervy IX- XII







Kl | N |C|({/ Ob raz e Thoracicus longus

(3 ) e |[nterosseus anterior

e Slabost dlouhych flexor( palce a ukazovaku
(FPL @ medianova ¢ast FDP)- OK sign

e N. frenicus
e Dolni hlavové nervy IX- XII




Postizeni jednotlivych perifernich nervu




Laboratorni vysetreni

Ma vyznam tam, kde se z klinického obrazu domnivame, ze v
pozadi stoji systémové onemocnéni (VHE, HIV, vaskulitida)

e DNA vysetreni u HNA

Zobrazeni-MR, US

Vysetreni

¢ Vlylouceni cervikalni radikulopatie, zvl. C5/6
¢ Vlylou€eni nadorové infiltrace plexu
e \/ySetreni ramenniho kloubu

Elektrodiagnostika

Vylouceni jinych onemocnéni (radikulopatie, neuronopatie)
a stanoveni rozsahu.




CMAP I\/Iusculocut U (ADM+ I\/Iusculocut Axillaris
(BB) (anconeus) FDI) (BB) (delt) (ADM+FDI)
Axillaris (delt) M (APB) R (El+ M (APB)
R (El) anconeus)

CAL, M Rad spfc CAM CAL, M Rad spfc CAM, U

(palec) U (malicek) (paleca (malicek)
ukazovak)

Supraspin, PT, FCR, TB, APB, FPL, BB, PT, FCR  Latissimus, APB, FPL,

infraspin, BB, ECR, ED PQ, FDI, delt, TB, Br, FDI, ADM,

delt, TB, PT, ADM, FDP, ECR, ED, EI FCU, FDP

FCR, Br, ECR FCU




/0brazovaci

vysetreni

MR vysetreni

e Koreny > trunky > fascikly
e Zanetlivé zmeéeny
e T2 hyperintenzity, enhancement,
ztlusténi
e VVyloucCeni jiné etiologie

/retelné zmeény v denervovanych
svalech

e Edém v postizenych svalech v casovém
odstupu, nasleduje ev. tukova nahrada




e Bolesti mizi béhem tydnu

e Obnova svalové sily trva nékolik mésicu, vétsSinou je
kompletni

Prognoza

e Drobna rezidua, bolesti, intolerance zatéze
koncetiny

e 1-5%
e Mésice az roky




Poskozeni rotatorové manzety

Cervikalni radikulopatie
Diferencialni

diagnostika

Mononeuropatie multiplex




Terapie (1)

Specificka terapie neni znama

Kontrola bolesti pomoci
analgetika a koanalgetik

Kortikosteroidy

e Casto pouzivané- dlikazy o efektivité
chybi

e Nepouzivat tam, kde jsou kontraindikace




Fyzikalni terapie k udrzeni rozsahu
pohybu v rameni a dalSich kloubech

Prevence kontraktur

Terapie (2) Neurochirurgické zakroky pomoci
premostujicich stépld nebo prenosy
slach se tykaji malého poctu
pacientU

e Cekad se 2 roky
e Cilem je zpravidla zlepseni abdukce v rameni
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