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Di tat hé thong than kinh trung wong  Di tat cuc bd
Khong cé tinh chat di truyén C6 tinh chat di truyén
Cé vai tro cua acid folique Khoéng cd vai tro cua acid folique
Thuong xuyén Hiém gap
Nam = nir N > nam
Cot sbng, tly song Tay séng
+/- hoi chirng Chiari, thoat vi ndo +/- cOt sdng, than, BQ, hé tiéu hda
Myélodysplasie Chén ép, kéo dai, ton thuong nhd,

myélodysplasie
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Suw phat trién cha cot séng

Hinh thanh phoi

Poéng 6ng than kinh

than kinh thr cap

Hinh thanh
Ba I3 phoi phai than kinh Phén ly ME terminale
so’ cap
~ ? ne ° U ma’

Tat tuy doi MMC Khéng hoan toan  S&m 2t ciing d2
Nang dng than kinh + Déyitan cung day
gong LDM Uméo Thoat vj tuy

Nangngoal  (\inelung) . Thoai trién dudi
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Phan loai : hinh anh oy
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e s &t cot s6 ae 1z . A, . . Cau tru
Khoi phia sau Kh“}’et cg’t S°f,‘,g Khoi phia trwérc Bat thwong vi auA’ (e )
N Khong cé khoi A . . s trong 6ng tuy
Mo mem . mo mem tri non tuy v X
phia sau bat thuwong
MMC ? ? - . ’
{ Khe Dd tay } { U nang than kinh ] Qua cao Nang
song
LDM Thoai trién U than kinh da
. dudi
Khoi trwdc
Thoat vi mang nao Xwo'ng cung .
£ oL M6 to chirc
Qua thap
-
U n‘10f i tljoaf v!} Tay bam thap Umb&
mang nao tuy
L Kénh tuy mé&
rong

Tay ché déi
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[ién lwong
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Thoat vi cot song hé Thoat vi cét song kin

Thoat vi ty mang tay Nhiéu tén thwong khac nhau
= Tay bam thap
Tién lwgng xau U mcjy (ta%m cungﬂtui rrléng le]’ﬂg,
non tay, u m& thoat vi tuy-
mang tay)

Khe hé tiy sbng
TGy doi
Nang than kinh
Xoang ngoai da +/- Ung thuw da

Handb Clin Neurol, 2013:412:975-1. doi: 10.1016/B978-0-444-52910-7.00018-0. (Sd Curarino/Thoai trién dudi)

Spinal cord malformations.
Zerah M', Kulkarni AV. Tién lwong tot hon




Muc tieéu cua Siéu am TROUSSEAL

LA ROCHE-GUYON

Panh gia tién lwong tot hay xau +++

Thoat vi cot song hé Thoat vi cdt séng kin

M6 ta chi tiét ton thuong
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1. Da: 5. Vi tri cua tiéu nao va nao that bon?
Sutoan ven Chiari 2
b6 da s "
A Y s g Vi tri ca ndo that 3
D6 rong cua ton thuong

Hinh dang cta than n3o (Kink)
2. C6 tdn thwong dén xuwong khong? -
D&t sdng cudi cung cd binh thudng khdng 6. Nao?

M& han ché

N&o nhé
Ong s6ng van binh thuong ?

N3o ung thay

3. Cau truc lién két cha tly song?

7. Tién trién?
Trong 8ng sdng

e \ Ty s6ng
N\eu thoat vgvtuy,ldotvsong cudi cung cé binh thuong Thodt vi mang nio
Hinh dang cua ndén tuy L .
o 4A . s o Cac nao that
Mrc d6 thoat ra cua tuy séng

Cé suw xuat hién cta ré

8. Panh gia chung?

4. Su xuat hién mot tui dich ndo thy ngoai cot B4t thudng ngoai ndo

sdng? NST dd
Thodat vi mang tay
Kich co Tién lwong
Cau truc

Khe h& cot séng va chuan bi cho cudc de
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Chan doan : MMC- Thoat vi mang n&o- tlyrousseau
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L #A1E
Pia phoi
| khéng cé
da che

phu
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Chay dich ndo tuy:

D4u hiéu ndo hang dinh +++
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MMC : dau hieu gian tiep rousssa

Analyse Rachis + Moelle

* Forme sacculaire ou rachischis

* Derniére vertebre normale
* Niveau d’issue de la moelle
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Hinh dnh Ton thwong dang tui
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Khe hé cot séng
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Tat ché dot song dang dong = Khdng bi ro ri dich ndo tay

N

N3o ludn binh thwong (hoac gan nhu binh thuwong) +++




Bat thU’O’ng tao ph0| TROUSSEAU
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l Tién trién cha Spinal

[ Phoi vi hoa ] béng TN Neurulation ll2ire

. A Neurulation . . . .
Ba |3 phoi jaire Disjonction ME terminale
Tat tuy doi MMC Incompléte Prématuré

U nang than kinh
Lipomes

(dorsaux)
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Tat tuy doi TROUSSEAU

Diastématomyélie de type |

Double sac dural

Mom xuong
Vue axiale
Sac dural
== /unique
Vue Sagittale / '
Absence Vue sagittale
d’éperon

Diastématomyélie type I




- ) Hépitaux

L . @

t t d TROUSSEAU
rat tay doi
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« 2 nlra tly sdng quan sat rd &@ mat cit ngang +/- mat cat tran
* Gai sdng : cau truc tdng Am dang dudng thang cé huwdng trudce- sau
e Tay bdm thap trong 75% tdng sb cas

* Cac bat thwong lién quan dén su phan doan cot séng
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[at tuy doi
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M¢& rong khoang tuy




U nang than k|nh TROUSSEAU
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Phan nang ngoai 6ng tly |

] T 3 7 ‘

Phan théng ndi trong- ngoai |~¢
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Phan nang trong dng song
i Ty

Phan tay bi nén

)\: WU COVC

U nang than kinh |
7
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* LOi biét hoa phan ndi bi cdia rudt va ngoai bi ciia day séng

* Thuc thé hiém gdp —— Chan dodn khé +++
« Khoi dang nang phia trwdc cdc mé mém /hay khoi dang nang trong

ong tay




Gian doan phan chia ong than kinhousseau
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Développement Spinal
Gastrulation [ Péng 6ng than kinh ] Neurulation l13ire

Phan chia ME terminale

4

MMC Khong hoan toan Sodm
Kystes - Filum épais

Disque Neurulation
Trilaminaire Jaire

Diastématomyélie Lipomes

neurenteriques the ety gt Umé - Myélocystocele
an
vung lun . 4 .
Pudng do da (viung lung) Régression

caudale
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o Khéng phan ly hoan toan té chirec da va ngoai bi
than kinh

Khong thanh tui Dang tui
:SF C tmuuya:lelth
Dorsal Fascia .
Dorsal Musculature [Central Neural Stalk N TS

Dura Extending Around ~
Neural Tissue Stalk

CSF

Subcutaneous Fat

Dorsal Musculature

Centrum

Bifid Vertebra

Pang et al. 2010
McComb et al. 2015

Di tich 6ng sén
Notochord Remna



Limited Dorsal Myeloschisis
Non-Saccular Saccular

| Vay mong

M

Vomcé 16 | Tui dang man

| Than than kinh

|_| Than dang vom | | Nang thoat vi
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Khe hO’ tuy Vung Iwng TROUSSEAU

LA ROCHE-GUYON

Cit ngang Co

Lwng
Co su mé rong trung binh cac thé That lung
khéng song song

5

Cat durng doc

Thanh day

Tay séng binh thudng, ho'i bi
co kéo vé phia sau

Than thé than kinh
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Piege ! Cerveau normal ou pres
Signes indirects a minima

LDM
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Khe ho tuy vung lwng VST

Tién lwong

- 55% bénh nhan khong co triéu chirng
- 100% do 0/1 trudce 12 thang
. Khdéng cd su lién quan gilra vi tri tdn thwong va tién luong bénh

TABLE 3. Neurological Grading System in Limited Dorsal

Myeloschisis r //

Neurological Grade Deficits 16 /

0 No deficits or symptoms Lt

1 Mild upper o 127
or lower extremity & 10
weakness; or pure E 8-
sensory deficits = pain "c'! 6

2 Moderate to severe s 3
upper or lower & 2
extremity weakness * sensory 21 1 é‘?’
deficits; or neurogenic oA 0o @
bladder without weakness 0-6m 7-12m 1-5yr 510yr  10-18yr  >18yr

3 Upper or lower Age Groups
extremity weakness + neurogenic bladder

FIGURE 9. Clustered bar graphs showing neurological grade classified by pa-

Neurosurgery. 2010 Dec;67(6):1555-79; discussion 1579-80. doi: 10.1227/NEU.0b013e3181f93e5a. Hent age gmup; (bm;’ t0 6 mut&;; 6-12 mmr;ﬁ; I-5Jt9.dﬂ; E_IGJJEM; 11-18
.. .. . .. . . years; and older than 18 years) within each neurological grade of 0 to 3. There is
Limited dorsal myeloschisis: a distinctive clinicopathological entity. . . .
A ) a preponderance of younger children with better neurological grades and pre-
Pang D', Zovickian J, Oviedo A, Moes GS. i )
ponderance of older patients with worse grades.
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Puong do da véi mot phan trong mang clirng

Puong do da trong mang
cirng két thac & ndn tay

L6 do

Sinus dermique extra-dural pur
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puong do tir

| mang cirng

Sinus dermique avec kyste dermoide

| L6 do

Nang bi

Puwong do trong
mang cung

| L5 do

.-‘-- L2y




@ B
N\ < Paris Est
DO xoang bl TROUSSEA

LA ROCHE-GUYON

S e
e CO thé két hop vdi mot khdi d6 1a u nang bi trong éng
tay
e CA6thé cé hién tuong tdy bam thap +/-
e Chan doan rat khé +++ (Chud yéu dya vao cac dau hiéu

ngoai da sau sinh)
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Développement Spinal

_ " Biét hda than kinh
Pdng 6ng than kinh

Gastrulation

Disque Neurulation TR
LT ) Disjonction Két thuc tu
Trilaminaire jaire J Y
T, Al . i . - Umotuy
Diastematomyelie MMC Incompléte Prématuré ‘
Kystes D3y tan cung day
neurentériques LDM Lipomes - Thoat vij tay
Sinus -2 n-
(dorsaux) .  Thoai trién dudi

Dermique
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Lipome du q@ﬁ\é';tprrhinal
Fol erminale |

Moelle -

Tay
bam thap

N AV
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Ve Lipomyéloméningocélé
=R LS [V !

]

Nang tan cung

T r\ \ X =) Tuy bam thap
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e Masse tissulaire intra-canalaire

e Développée au dépend du cone : lipome du cone
e Dans le filum : lipome du filum '

* Moelle attachée basse fréquente
* LipoMMC:

e Défect rachidien

* Lipome sous-cutané
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Hoi chirng thoal trien duoil  zoussiy
I e

. . Syndrome de régression:caudale
* Daithao duwong +++ y ,fﬁ«_\ Do it

——

 Tay qua cao:

-
3

* Mat doan ndn tly |w§t
e Khong co day tan cung ndn tay

* Batsan xwong cung VR7, ‘///////”

Khong co
day tan cung

\\

B4t san
Xxuong cung
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0 Bat thuong biét hda than kinh thi phat
2

Curarino : Bd ba chan doan

1. Bat san xwong cung
2. Ditat hau moén truc trang
¥3. Khoi u trudc xwong cung

HOi chirng Currarino
type Il
U m& day tan
cung

HOi chirng Currarino S
type | e 5

U m& day tan

V cung _
B4t san mot ' | B4t sdn mot
phan xuong cung phan xuong cung

i U quai trudrc \ "/ Thoat vi mang

}L,/ xwong cung / n3o phia trudc
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Bat thwdng cot séng/ Tuy

v

| sBatthwong |

* Dj tat cOt song?

* Khéi phira trudc mé mém?

e Vjtri ctia ndn tay?

e BAat thuong cac ciu tric trong 6ng
tay?

Thoat vi mang nao
tuy
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La nhom bénh ly da dang, phurc tap

Chan dodan trwédc sinh giup cho ching ta cé
thé tién lwong

Xau

* Thodat vi mang ndo- tuy
* Thodi trién dudi

Trung binh

* Thodat vi md- tiy- mang tay
e HOi chirng Currarino (1)

Tot

e Tat ca cac dang khac ....
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TRAN TRQNG CAM ON SU CHU
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