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Ca lam sang nhwoc co the mat

Phi Phong
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Bénh an

Ho va tén: Boan thi my T.... sinh 1997, n{r
Dan toc: Kinh

Nghé nghiép: tho may

Dia chi: Tan Binh — Cang long- Tra vinh
Thuan tay (P)

Vao vién lic : 9h30 phut, 23/09/2015

Ly do vao vién: sup mi + nudt nghen



FHenhse =

Céach day 8 nam, bénh nhan dang ngdi hoc (budi sang) cam
giac méi mat (P), nhin khé, sup mi mat (P). Bén trwa thi sup
mi nhiéu hon, nhin nhoe di va nhin déi nén di kham mat tai
BV tinh, dwoc chan doan Ia sup mi va cho udng thudc 7
ngay, bénh khéng thuyén giam, sup mi budi trwa va chiéu
nang hon. Bénh diéu tri lién tuc hon 1 ndm tai BV mat
TPHCM nhwng khéng giam, sup mi hgay cang nang hon,
sup mi c& 2 mat, nhin déi vao budi trwa, thinh thodng mai
viing ham, &n udng van binh thuwdng, khéng nudt nghen,
Piéu tri v&i Mestinon 3v/ ngay trong khoang 6 thang, bénh
cai thién cham nén dwoc chuyén dén BVCR.



FHenhse =

Tai BVCR, bé&nh nhan chan doan la nhwoc co, diéu tri ngoai
tr( theo hen kém nhap vién diéu tri 2 1an do sup mi nang
hon, mét méi. BN dwoc diéu tri tai BV tinh véi lieu Mestinon,
3-5 vién/ngay, medrol 1- 3 vién/ ngay trong vong 6 nam.
Céach nhap vién 1 ngay, b&nh nhan thay méi mat nhiéu hon,
sup mi nhiéu hon kém mai tay chan, nudt hoi nghen nén tai
kham lai tai BV Tinh, chup CT scan ngwc va phat hién U
tuyén e = chuyén BVCR(?)
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Tién s: binh thuwdng

Tham kham

Sinh hiéu:
Mach: 80 lan/phut, HA: 90/ 60 mmHg
Nhiét do: 37°C, Nhip thé: 20 lan/phut, déu
Tdng trang trung binh.
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Tham kham than kinh

Pong t& 2mm, tron déu hai bén, PXAS(+)
- Sup mi mat 2 bén, (P) > (T)

- Van nhan khong gioi han

Ceiling test . (+)(test moéi co)

Peek sight.(+) ( dau nhin trém)

Thao tac Gorelick .(+)

Cac phan khac binh thwdng
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TOm tat

BN nir, 18 tudi, nhap vién vi sup mi mat + nudt nghen
Bénh tinh, sup mi mat 2 bén, (P)>(T), nhin ddi

Nudt nghen ?

Khéng yéu liét chi, strc co’ 5/5, gidm nhe khi ctr dong
|&p di 1ap lai nhiéu lan

Tién can: diéu tri nhwoc co 8 ndm nay
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Can lam sang

< Huyét do, sinh héa mau, chirc nang tuyén giap,
TPNT, ECG, XQ tim phdi trong gi¢i han binh thwdng
< Khang thé khang thu cdm thé Acetylcholine chwa c6
két qua ?
< CT Scan ngwc chwa phat hién u tuyén Grc
% Dién co tham khao (26/01/2010)

- Co vong mat (P) chudi 10x 3Hz gidm 6%

- Co vong mat (T) chudi 10 x 3Hz gidm 16 %



Chan doan

Nhwoc co thé mat (OMG) tién trién toan thé(GMG)
Phan loai quoc té llb



Téng quan nhuwoc co thé mat
(OMG)



Roi loan dan tuyén than kinh- co

Bénh sinh chia 2 nhom :

(1) H6i chirng nhwoc co bam sinh

(sai sot di truyén & tiép hop than kinh-co )
(2) HOI chirng nhwoc co mac phai

(r6i loan tw mién va déc chat)



S

// = ’
HOI chivtng nhwoc co mac phal

Tw mien
Myasthenia Gravis
Lambert Eaton)-Myasthenic Syndrome
(LEMS)
Nhiém déc hay bién dwéng (Toxic or Metabolic)
1. Botulism
2. Hypermagnesemia
3. Drugs (D-Penicillamine)
4. Organophosphate toxicity
5. Snake, spider, scorpion bites(ran, nhén, bo cap)



Myasthenia Gravis

Goém 2 thé
1. OMG
2. GMG

@ /7 Antibodies
-  AChRs

Simplified Motor Endplates




~_Sinhly bénh nhtrocco

<+ Khang thé AChR

- 80% nhwoc co toan thé

- 60% nhwoc co thé mat
<+ Khéng thé MuSK (muscle specific Kinase)
40% ca huyét thanh am tinh (seronegative):
(tdc déng trén cum AChR)
< TAc dong khang thé

* Blocks the binding of ACh to the AChR.

° INCREASES THE DEGRADATION rate of AChR
ANTIBODIES— CROSS LINKING OF RECEPTORS =
> CLUSTERING - ENDOCYTOEIS - DEGRADATION

* A complement-mediated destruction of the postsynaptic folds.

Endocytosis: thuc &m bao



“Tuyén (rc va rdi loan phéi hop khac

< Tuyén (rc bat thwdng 75% bn MG
- 65% Hyperplastic
- 10% neoplastic
% Thynoma co6 thé lan rong dép phdi va gan




Wyén trc trong nhwore-co- /

Thymus

Spleen

o B

. Vai tro hé théng mién dich trong giai

doan dau cudc séng

. Tré em tuyén trc hoi Ién phat trién tr

tr dén tudi ddy thi va nhé dan thay
bang mé mad khi gia

. Nguoi Ién nhuwoc co tuyén tre bat

thuong 75%, mét so c6 thymoma,
thurong lanh tinh c6 thé ac tinh

. Vali tro gay nhuwoc co ?

Tac dong phat trién tb mién djch sai
léch, san xuat khang thé AChR






Pt am séngWE\/

Khoi phat

s 20-30 nlr

% 50-60 nam

* co mi mat, mat, mat, ham, hong, c6 anh huéng dau tién co chi
it gap

“*Y&u co khi gang strc

“*Co nang mi, co van nhan 50% va tang 90% trong dién tién bénh

"PUPILS ARE SPARED”

Yéu co gap va dudi dau » Thé toan than



an loai Osser

Class |

Classll
lla
Ilb

Class Il
lHia

b

Class IV
IVa
IVb

Class V

Any ocular muscle weakness

Mild weakness other than ocular
Predominantly limb,axial, or both
Predominantly orpharyngeal/respiratory

Moderate weakness other than ocular
Predominantly limb,axial, or both

Predominantly orpharyngeal/respiratory
Severe weakness other than ocular

Predominantly limb,axial, or both

Predominantly orpharyngeal/respiratory

Intubation with/without ventilation



Class ANy eye muscle weakness, possible ptosis, no other
‘evidence of muscle weakness elsewhere
> Class II: Eye muscle weakness of any severity, mild weakness of
‘other muscles
> Class Ila: Predominantly limb or axial muscles
‘Class IIb: Predominantly bulbar and/or respiratory muscles

Class III: Eye muscle weakness of any severity, moderate
eakness of other muscles
Class IlTa: Predominantly limb or axial muscles
Class I1Ib: Predominantly bulbar and/or respiratory muscles
Class I'V: Eye muscle weakness of any severity, severe weakness
of other muscles

» Class I'Va: Predominantly limb or axial muscles

» Class IVb: Predominantly bulbar and/or respiratory muscles (Can also
include feeding tube without mlub.m()n)

. l ’. £ 4 - “1




~—Tién trién bénh

+Nhe dén nang.....trong vai tuan dén
nhiéu thang

< Mat....mat....hanh tdy....than va chi
< Co mat nhiéu nam (16% co mat)



 —Tién trié’n\Béﬁh\/

< BN OMG 2/3 sé& phét trién yéu chi va co hanh
tdy, chi cé 1/3 don thuan OMG.

< Hau hét (78 %) phat trién GMG trong ndm dau va
94% trong 3 nam

< dién co soi co don ddc binh thuwdng cé thé gitp
phan tang nguy co’ toan thé hoéa.

(In one study of 37 patients with OMG followed for two years, 82 percent
of those with normal SFEMG in the extensor digitorum communis
persisted with isolated OMG, whereas 58 percent of those with an
abnormal study developed GMG)



——Su thuyén giam

< Gidm tw phat rat it

< Hau hét giam khi diéu tri trong 3 ndm dau

< Néu gidm sau cling > mét nam va tai phéat khuynh
hwéng bénh tién trién

< Nhwoc co thé mat don thuan > 1 nam, tién trién toan thé
chi 16%

“ Dién tién thay doi khi phau thuat tuyén trc (ngay ca khong
dung thudc)



~— Cac bénh di kem nhvoc co

* Hyperthyroidism

Occurs in 10-15% MG patients

» Exopthalamos and tachycardia point to hyperthyroidism

» Weakness may not improve with treatment of MG alone in
patients with co-existing hyperthyroidism

* Rheumatoid arthritis
» Scleroderma
* Lupus



Ai c6 nquy co suy co hd hap ? i

Myasthenia Gravis

MUSCLE STRENGTH

* QOcular muscle weakness
» Facial muscle weakness
* Bulbar muscle weakness

Bulbar
uscle

* Limb muscle weakness
* Respiratory weakness

JHD Comporation



* Palatal muscles
“Nasal voice”, nasal regurgitation
Chewing may become difficult
Severe jaw weakness may cause jaw to hang open

Swallowing may be difficult and aspiration may
occur with fluids—coughing and choking while
drinking

* Neck muscles
Neck flexors affected more than extensors



m
~— Yeu co ho hap

* Weakness of the intercostal muscles and the diaghram
may result in CO2 retention due to hypoventilation

May cause a neuromuscular emergency
* Weakness of pharyngeal muscles may collapse the upper
airway
Monitor negative inspiratory force, vital capacity and tidal
volume (khi h6 hép)

Do NOT rely on pulse oximetry (Khong dwa vao pulse oximetry)
« Arterial blood oxygenation may be normal while CO2 is retained



LAm sang thé mat

1. Thwdng anh hwdng co van nhan ngoai
2. SUp mi

3. Nhin doi ,
4. Yéu co dong mi mat
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LAm sang thé mat

/

D&u hiéu khac:

< Lagophthalmus: khdng nham mat kin, it gdp OMG

% Tuy nhién d6i khi yéu co orbicularis oculi thwdng gap khi
ngwdi kham cd gang mé mat chong lai bn nham mi mat

< "peek-a-boo" sign of lagophthalmus sau khi nham mi mat
kéo dai, yéu co xay ra

< dong tl lién hé GMG, khdng thay trong OMG (dong to
gidm co trong pxas hay diéu tiét?)

< Lig lag: di chuyén chdm tir trén xubng hay 1én trén, mi
maét trén chdm chap, tré, & phia sau bo trén dong ti.

Peek aboo: tiéng kéu trong trd choi che mét di réi mé ra



0 sec +10 sec upward gaze (Simpson)  *+ 30 sec upward gaze (Simpson)

Maximal lid closure 10 sec Lid open | + 10 sec upward gaze




<% 60% khéi dau co mat v&i sup mi, nhin doi
“*15% van con & co mat
“*85% lan rong dén co mat, co hanh va co chi



Chan doan

Bénh swr va tham kham

EMG
“ CMAP (compound muscle action potential)

*» Following repetitive stimulation of motor nerve
(MG CMAP giam >10%)
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» Test nwoc da

<% Test Tensilon: cai thién dang ké sau 30 giay
va kéo dai 5 phut

 tim anti-AChR antibodies
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Chan doan phéan biét OMG

¢ Lambert-Eaton syndrome

¢ Botulism

< Bénh tuyén giap: cwdng giap, nhuoc giap
¢ Loan dudng co




“Chan doan phan biét

1. Muscular dystrophy: Myotonic dystrophy va
oculopharyngeal dystrophy

< Co6 thé gay ptosis va liét van nhan.

“* Myotonic dystrophy: autosomal dominant disorder

+ Lam sang: ptosis, yéu co mat, ham va cb va chi.

+ Bat thwong khac: cataracts, cardiac conduction defects, dac
diém mat( mat dai voi teo co thai dwong va co can), tran hoi,
ton thwong tri tué.

+ BN phét trién dysphagia va ophthalmoparesis vai ca
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Chan doan phan biét

Oculopharyngeal dystrophy: muscular dystrophy

Déc diem

< Tién trién cham chap ptosis va dysphagia

< Kh&i phat 40-50 tubi

< Yéu co goc chi, thwérng chi trén

% Liét van nhan sau sau kh&i phat ptosis va dysphagia



Chan doan phan biét

2. Réi loan van nhan pupil sparing

% Test edrophonium

\/

“* Repetitive nerve stimulation

\/

“ Singer fiber electromyography
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Chan doan phan biét

3. Autoimmune thyroid disease

<

L)

*

Thudng phdi hop MG(trwde hay sau)
Hypo-hyperthyroidism

8% cwdng giap co khang thé AChR

Viém da co, viem khép dang thap, viém tuyén giap,
thiéu mau do khdng hap thu B12 (pernicious
anemia), giam tiéu cau(thrombocytopenia)

L)

e

*

\/
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L)

e

*
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—Preu tri

Tranh cac thuoc lam giam dan truyén qua than kinh co’
(Drugs that Exacerbate Myasthenia)

Antibiotics aminoglycosides
polymixin
clindamycin
lincomycin
tetracycline
chloroquine
pyrantel

Anti-arrhythmics quinidine
procainamide
lidocaine
propafenone



Beta-blockers phenytoin
Calcium channel blockers
Anticonvulsants

trimethadione
Psychiatric drugs lithium
chlorpromazine
phenelzine
cocaine
Other steroids

magnesium
lodinated contrast



-Diéu tri triéu ching

Uc ché acetylcholinesterase

1. 90% dap wng

2. it hiéu qua nhin déi hon sup mi

3. Tac dung phu lién quan muscarinic: ha ap, nhip cham,
tiét nwdc bot, dau bung, tiéu chay

4. Chdng chi dinh: suyén, loan nhip, phi dai tién liét tuyén

5. Nhuan trwdng co6 thé gidm hap thu thude

Tot ca nhe, két hop ca vira va ndng



irc ché Cholinesterase

* Examples: Neostigmine, edrophonium.
« Mechanism of Action: Inhibit acetylcholinesterase

* Therapeutic Use:

 Antidote for nondepolarizing blockers

« Treatment of myasthenia gravis (neostigmine)
« Diagnosis of myasthenia gravis (edrophonium)



“Neuromuscular Blocking Agents (NMBA)
trong gay mé tong quat

¥

Chi dinh: Endotracheal intubation va phau

thuat doi héi gian co’ van

2 loai:

Depolarizing NMBA:Succinylcholine
(Anectine)

Non-depolarizing NMBA:Rocuronium
(Zemuron), vecuronium, pancuronium




v'BN nhwoc co dap twng thay déi véi thudc trc ché than
kinh co khtr cwe va khdng khtr cuc
> nhay cdm hon v&i non-depolarizing agents = liéu
thap hon

> it nhay cdm v&i depolarizing agents = liéu cao
hon khi can e ché than kinh co
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Piéu trij triéu chirng

1. Nguy co I&én nhat khang men: cholinergic crisis: qua
nhiéu Ach gay yéu co do trc ché sw khir cuc

2. Nghi ng® khi két hop tang nwdc bot, dau bung, rung
giat bo co

3. Kho phan biét con myasthenia crisis(ban cap, yéu nang
do thiéu cholinergic) ngay ca test edrophonium

4. Nhap vién ICU, thé may, ngwng tam théi thudc, diéu tri
thay huyét twong va gamaglobulin



—
Piéu trij triéu chirng
Piéu tri vat ly thich nghi trong sup mi va nhin doi
1. Miéng dan mat trong nhin déi

2. Nang mi mat trong sup mi
3. Phau thuat lac mat.....
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‘Diéu trij triéu chirng

trc ché mién dich

1.
2.

Diéu tri quan trong GMG
Liéu thap, cach ngay prednison ich lgi 90% OMG, cai
thién nhin déi 75%

3. Liéu cao két hop xau trong vai tuan dau
4.

Azathioprine dung nhw steroid-sparing (hay steroid-
reducing): tc ché mién dich dai han, it di liéu trong
OMG, can theo ddi neutropenia, trc ché tly xwong va
viém gan va teratogenic. Cyclosporine déc hon, it div
liéu OMG
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Prednisone

<+ U'c ché mién dich thwdng dung nhat prednisone

v OMG ?

< Quyét dinh prednison trong OMG thay thudc va bn phai
can bang vé m&c dd nang triéu chirng cta ho, do lwéong
hiéu qua viéc diéu tri khdng dung thudc (eg, ptosis tape to
elevate the eyelid and patching to eliminate diplopia), v&i kho khan
cai prednisone trong mot so bn va tac dung phu

%10% bn OMG khoai tw nhién khong dung corticosteroids
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Prednisone

< Xau hon khi kh&i dau prednisone liéu cao it gap bn OMG
hon so voi GMG

<+ Khuyén céo liéu thap tang dan trong 3 dén 4 tuan

< Liéu toi da 0,5-1mg/kg thuwdng can thiét trong nhiéu tuan
doi khi nhiéu thang dé duy tri hiéu qua
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Prednisone

< Khong c6 mét khuyén céo vé liéu do tac dung phu khi
ding kéo dai, gidm liéu thap nhat hiéu qua sau khi hét va
on dinh triéu chirng

<Duy tri liéu thdp 5-10mg cach ngay thwdng hiéu qua
trong OMG, nhwng dap (ng thay ddi rat nhiéu. Liéu céch
ngay can tham khao
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Steroid sparing agents

% Azathioprine, mycophenolate mofetil va cyclosporine
thudc tre ché mién dich second line khi bn khéng dap tng
hay dung nap prednisone

< CO thé dung véi prednisone dé gidm hay cai prednisone
% Tac dung phu thudc han ché dung trong OMG

M6t s6 nc md ta cho azathioprine gidm phat trién GMG ?
<+ Nguy co lymphoma v&i azathioprine va nhiém déc than
vOi cyclosporine
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Thymectomy

1. Thymoma: 10-30% thuyén giam va cai thién 80% GMG

2. BN nghi ng& c6 khdng thymic hyperplasia con ban cai?

3. Han ché trong OMG

4. Cai thién 80% bn khong dap (rng hay téi phat voi thuoc
diéu tri



Phau thuat

Phau thuat ptosis va diplopia

% bn sup mi co6 dinh

% bn sup mi tai phat khong chirng minh ¢6 dinh
trwd'c phau thuat

+Thoi gian toi wu cd dinh trwde phau thuat thi
chwa ro.

< mot sO chi dinh 3 -4 ndm co dinh 1a thich hop
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Slra d6i mién dich ngan han

Short-term immunomodulation

- plasmapharesis

- Intravenous immunoglobulin.

Thwdng ding trong yéu co toan thé ndng va crisis,
it khi doi héi trong OMG



e
Két luan

< Anticholinesterase khdng cai thién trién vong OMG
< C06 hay khéng prednison, thymectomy hay thudc e
ché mién dich khac kha nang xay ra toan thé chwa ré?
<Hai nghién ctru hoi ctru steroids va azathioprine co
thé gidm toc do toan thé hoa 75%

D@ liéu con qua it vé thymectomy cho dw hau OMG



M6t s6 tinh hudng dac biét

Mang thai
Cho con bu
Tré em
Nguwoi gia




“Piéu tri nhuoc co benh nI'Tén/
trén 60 tuoi

Not routinely suggest thymectomy in patients over 60
years of age, unless a thymoma is present.

m Thymectomy may offer chance for drug-free remission in some
patients

m Early onset (< 50 years)
m Generalized (not just ocular)
m Within 2-3 years of disease onset
m Seropositive (AChR antibodies)
m Trans-sternal thymectomy

m ? Cervical ? Video-assisted
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“Diéu tri nhuwoc co o tré em?

«Pyridostigmine is the first line of therapy.

< |f anticholinesterase medications are not sufficient,
plasmapheresis or IVIG may be used, but the benefits are
transient

*-Glucocorticoids are generally limited to severe disease
that is unresponsive to these interventions
*-Azathioprine, mycophenolate mofetil, and

cyclosporine have been used successfully in juvenile MG
*-Thymectomy has been performed successfully and with
low morbidity in children
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—Biéu tri nhwoc co o phu ntr cé
thai va so' sinh?

1. The first trimester and the month postpartum are the
periods of highest risk of exacerbation

2. Transient neonatal MG develops in 10 to 20 percent of
iInfants born to myasthenic mothers due to transplacental
passage of antiacetylcholine receptor antibodies

3. Acetylcholinesterase inhibitors such as pyridostigmine are
the standard first-line treatment for MG
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" Diéu tri nhuoc co & phu nit
co thai va so sinh?

1. Plasmapheresis and high-dose intravenous immune
globulin have been used for myasthenic crisis

2. Magnesium sulfate is commonly administered in
contemporary obstetrics for management of
preeclampsia/eclampsia and preterm labor but is
relatively contraindicated in patients who have MG
since it can precipitate a severe myasthenic crisis
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—Piéu tri nhuoc co o phu ntr
coO thai va so sinh?

1. Complications — Pregnant women with MG have an
Increased incidence of preterm labor (co da som) and
delivery in some studies , although this is not confirmed
by other studies

2. Breastfeeding — Corticosteroids can be used safely in
lactation, but breastfeeding is not recommended for
patients with myasthenia taking azathioprine,
cyclosporine, and methotrexate

3. Anticholinesterase drugs are found in breast milk in low
levels and are therefore considered safe in lactation(tiét
sira) unless high dosages are required
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Take home massage

1. Chan doan OMG tam chirng: liét van nhan, sup mi, yéu
co mi mat (orbicularis oculi)

2. Chan doan phan biét bénh co va than ndo, tuyén giap

3. Chan doan dwa vao bénh s va tham kham

4. 2/3 OMG tién trién GMG (78%) trong nam dau



“Take home massage

5. Khuyén cdo dung dau tién anticholinesterase cho OMG,
BN khong dap trng, diéu tri (rc ché mién dich,
prednisone dwoc dung théng dung, trwdc khi quyét dinh
can nhac gitra diéu tri khdng dung thudc va thubce

6. Cat tuyén rc trong thymoma, khéng thymoma c6 thé
xem xét khang tri, b&nh nang, chong chi dinh dung thudc
va gilra nguy co tién trién GMG va nguy co phau thuat

7. Bn nhin d6i, sup mi co dinh khdong dap &ng thudc chi
dinh phau thuéat



Thank you!
Questions, comments, or suggestions?




