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SUMMARY

Introduction: Schizencephaly is a congentital brain malformation, which is characterized by clefts extending
from pial surface of cerebral mantle to ventricle. This morphologically malformation divides into 2 types “closed-lip”
and “open-lip”. Clinical symptoms ranged from simple to complicated depend on the location of clefts. This is a
rare malformation, according to statistics, the incidence of the disease is approximately 1-2: 100.000 populations.
Therefore, we are describing 2 cases encountered in Hue UniversityHospital within 2 years.

Approach:Case 1: 2-year-old male patient, presenting the clinical symptom of half body weakness since 8
months old. Pregnant history of his mother were been unexplained fever in 8" month pregnancy, untreated. He
underwent brain CT scanner and MRI. Case 2: 33-year-old male, hospitalization by presenting the epilepsy. He has
been the half body weakness since neonatal phase. He underwent brain MRI.

Result: Case 1: Presenting a large cleft lined by grey matter between right ventricle and pial surface of right
hemisphere. Right parietal, temporal, and frontal lobeswere atrophic; the septum pellucidum is absent. Posterior
part of corpus callosum was atrophic Case 2: Large size cleft lined by grey matter between right ventricle and pial
surface of right hemisphere. Right frontal lobe is small. Right frontal gyri and lined-cleft gyri are small, hyperdensity.
Medial line deviates toward left side. Corpus callosum is normal.

Conclusion: Schizencephaly malformation occurs in any ages with different clinical symptoms. Typical
character is the cleft, which is lined by grey matter from ventricle to arachinoid space. This accompanies other
abnormalities such as the absence of septum pellucidum, polygyri, atrophy of corpus callosum. Diagnostic imaging,
especially MR, is crucially important to define this malformation and accompied abnormalities.

Key words: Schizencephaly, MRI.

I. GIOI THIEU nhw loan san vach trong subt, loan san thuy tran, cac

than kinh. Theo y van thé gidi, schizencephaly dwoc
dinh nghfa la khe n&t nhu mé ndo phat trién tir bé mat
v ndo dén nzo that (mang mém cla nhu mé nao),
dwoc 16t bang chat xam loan san [6]. V& mat hinh thai,
di dang dwoc chia 1am hai thé la thé méi dong (closed
lip) va mdi hé (open lip) hay con goi la type | va type
Il ddng thoi c6 thé két hop voi cac bat thuong khac

*Bac si noi trit CODHA
**Khoa CDHA
***¥B5 mén COHA, PH Y Duwgc Hué

dwong nkt ma bénh nhan co triéu chirng Idm sang don
gidn hoac phtrc tap, trong doé triéu chirng thwong gap
la dong kinh, kem theo gidm van dong hoac liét. Ngoai
ra, con c6 thé gap rdi loan than kinh va liét gia hanh tay
trong hdi chirng canh ranh bén (perisylvian).

Chan doan di dang schizencephaly dwa vao cac
phwong tién chan doan hinh &nh. Bac biét, cong hwéng
tr la phuong tién chan doan tét nhat nhd kha nang
phan biét chat xam - chat tréng, xac dinh cac khe hé va
céac béat thworng kém theo.

DIEN QUANG VIET NAM  S4 19 - 03/2015

63



DIEN PAN

Il. BAO CAO CA BENH
1. Ca bénh 1

Bénh nhi 2 tudi Phan Hung C. kh&i bénh ltc 8 thang tudi véi yéu niva ngwdi trai. Tién st me mang thai 3 thang
dau binh thuong, cé sét nhe khéng ré nguyén nhan luc thai 8 thang, khéng diéu tri gi. Trén phim cét |&p vi tinh so
ndo ngay 03/04/2014 c6 hinh anh.

- Vung khuyét ndo rong & ban cau nao bén phai twong (rng vi tri thily thai dwong, thuy dinh phai, lién tuc véi
nao that bén bén phai, cé vién chat xam bao xung quanh.

- Khéng thay hinh &nh vach trong suét.

Trén hinh anh CHT so ndo ngay 19/09/2014, c6 hinh anh:

- Ban cau nao phai cé ving khuyét ndo rong, dwong ndi ndo that bén véi khoang dwédi nhén bén phai dwoc 6t
b&i chat xdm vé ndo, khéng c6 vi tri ndi gitra hai duwdng nay.

- Thuy thai dwong-thay tran-thuy dinh phai teo nhé.

- Khéng thay hinh &nh vach trong suét.

- Phan sau than thé chai giam kich thuéc.

Hinh 1. Hinh CLVT so ndo mét phang axial céc It cat qua A. cu ndo sinh tw. B-C. déi thj - bao trong. D-E-F.
Néo théat bén. Vung khuyét ndo lan réng turong (ng vj tri thuy thai duong-thiy dinh & ban céu ndo phai théng voi
n&o that bén. Vién chat xam bao ti trong cao bao xung quanh ving khuyét ndo (—). Khéng thay hinh anh
véch trong suét (O).
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Hinh 2. A, B, C: Hinh CHT so ndo mat phéng axial 1an lwot cac chudi xung T2W, FLAIR, T1W.

Hinh &nh khuyét nhu mé néo thuy thai duong, théng thuong véi ndo thét bén bén phéi, vién chét xam bao boc
xung quanh (—). D: Hinh CHT so ndo mét phang coronal chudi xung T2W. Véch trong sudt khéng hién dién (O).
E-F: Hinh CHT so ndo mét phang sagittal chudi xung T1W. Ving khuyét ndo thuy thai duong (jf{). Phén sau thén

thé chai kich thuoc nhé ().

2.Cabénh 2

Bénh nhan nam Trwong Thanh M., 33 tudi. Vao vién vi dong kinh. Tién st yéu nlra ngwdi trai tr sau sinh, 3

thang nay xuét hién dong kinh. B&nh nhan dwoc chup CHT ngay 01/02/2013.

- Buong khuyét ndo kich thuwéc Ién & thuy tran ban cau ndo phai, néi ndo that bén véi khoang dudi nhén.

Puong ndi dwoc bao boc béi chat xam vé ndo.
- Thuy tran phai kich thwéc nhé.
- C4c cudn ndo & thuy tran phai va doc dwong khuyét ndo nhd, tang mat do.
- BPwong gilra 1éch nhe.

- Thé chai binh thwéng.
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Hinh 3. A, B, C: Hinh CHT so ndo mét phang axial lan luot cac chubi xung T2W, FLAIR, T1W. Ving khuyét ndo
kich thuéc Ion & ban cau néo phai théng thuong véi néo that bén bén phai, thuy tréan gidm kich thudc (ﬂ{), vién
chat xam bao boc xung quanh (—), duong gitra léch sang trai (-..)- D: Hinh QHT $0 ndo mat phdng coronal chubi
xung T2W. Khéng thdy vach trong subt (O). E-F: Hinh CHT so ndo mét phang sagittal chubi xung T1W. Ving
khuyét ndo tuong (g thuy tran, thuy thai duong kich thude nhé () thé chai binh thuong (O).

II. BAN LUAN

Schizencephaly hay Schiz dwoc goi la tat nit ndo
la mot khe hé dwoc 16t bang chat xam tir mang ndi tay
n&o that dén mang nudi vé nao.

1. Phéi thai hoc

Sw hinh thanh ban ciu dai ndo tréi qua ndm quéa
trinh: tao t& bao than kinh, tang sinh t& bao than kinh, di
trd té bao than kinh, tao héi cudn ndo va myeline hda.
V3o tuan th 7 thai ky, cac nguyén bao than kinh dwoc
biét héa tlr ma tran mam sau dé di chuyén ra ngoai vi
doc theo cac cac té bao sgi dém va hinh thanh nén vé
n&o vao tuan thir 8 thai ky. Nhirng tén thuwong trong giai
doan nay gay ra di dang phat trién vo nao.

Trong sudt qua trinh nay, nhirng tén thwong mach
mau ly tdm va hwéng tm trong ving ma tran mam cé
thé gay gidm oxy mau va nhdi mau cac nguyén bao
than kinh dang di trd trong viing &nh hwéng. Day chinh
14 gid thuyét cho yéu t6 bénh nguyén.

Nguwoc lai, mot sb tac gia cho réng bat thwdng phat
trién nguyén phat giai thich sy két hop gira schiz va
b4t san vach trong subt [4].

2. Nguyén nhan

Tén thwong pha hily mach mau (tdc déng mach néo
gitra) hodc nhiém triing (TORCH, Toxoplasmosis, Other
(syphilis, varicella-zoster, parvovirus B19), Rubella,
Cytomegalovirus (CMV) va Herpes) xay ra trwéc 28
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tuan gay pha hady khu tri soi dém kém gidm di tri té
bao than kinh la nguyén nhan dan dén Schizencephaly.

Chan thwong hodc dot bién tw phat trong phan
vung déng mach ndo gira tao nén nhirng dac diém
bénh hoc va hinh anh tuwong tw. Nhirtng chan thwong
hay g&p la chan thuwong trong tir cung nhw nhiém tring
(cytomegalovirus), chan thuwong co hoc me hodc phoi
nhiém chét doc. Ngoai ra, dot bién gen diéu hda Emx2
ciing thwdng Schiz thé maéi hé hai bén vi gen Emx2 ¢
vai trd 1a mot thanh phan tham gia cu tric nén vé nao,
dwoc tiét ra khi tan sinh nguyén bao than kinh cta ving
n&o that va té bao Cajal-Retzius sau phan bao dé kiém
soat di trd té bao than kinh [6].

3. Dich té hoc

Di dang nay rat hiém, tAn suét wéc doan xap xi 1 —
2:100 000 sb dan. Pa sé cac ca schizencephaly xuét hién
|é t&, nhwng mét vai trwdng hop schizencephaly trong
gia dinh d& dwoc mé ta. 1/3 s6 ca di kém bat thudng thiv
phéat ngoai hé than kinh do pha hdly mach mau.

Tudi chan doan bénh khong dac hiéu, co thé dwoc
chan doan khi khéi phat dong kinh hodc khi khuyét tat
van dong duoc dé y dén [6).

4. Giai phau bénh

Vé mat dai thé, trong di dang nay, ndo bo cé mot
khe hé sau tir b& mat dén ndo that. Khe hé dwoc bao
quanh va I6t bdi chat xam vé ndo bién dang, thiéu té
chirc. Tuy theo hinh thai cia khe h&, ngwdi ta chia lam
2 type:

- Type | 1a thé méi déng (closed lip) trong d6 mang
ndi tdy tiép ndi mang mém 16t bang chat xam tao nén
nép & vé nao,

- Type Il 1a th& méi hé (opened lip) véi hai dwdng
nirt cach xa nhau, khe hé I&6n chiva day dich n&o tay.

Dong thai co thé kém theo mét loat bat thwong dai
thé khac bao gdm véach trong subt, thé chai, chéo thi
va hai ma.

V& mat vi thé, cé thé thay tdn thwong nhé nhuw vét
seo & té bao dém, mét cAu trdc I6p nhu mé ndo binh
thwérng, hdi ndo réng, da héi ndo nhé hodc lac chd chét
xam|[6].

5. Lam sang

Triéu chirng 1am sang c6 thé chia ra theo vi tri
hodc theo thé. Trong cach chia theo vi tri, dbi véi tén
thwong mot bén cé thé cé dong kinh hodc khuyét tat
van dong nhw liét nhe nlra nguoi bam sinh, trong khi do
tdn thwong hai bén c6 tinh trang nang hon la liét nira
nguoi hoac liét t&r chi, co cirng, ddng kinh toan thé hoac
khong toan thé, cham phat trién van ddng nang, cham
phat trién than kinh. Trong cach chia theo thé, thé moi
déng hau nhw khéng c6 triéu chirng 1am sang hodc c6
déng kinh va liét ntra ngudi, con thé moi hé bénh nhan
c6 cham phat trién tri tu, co clrng, ddng kinh, han ché
van dong nang [6].

6. Chan doan

Di dang schizencephaly dwoc chdn doan chi yéu
dwa trén cac phuwong tién chan doan hinh anh. V& hinh
thai chung, ching ta co thé thay khe hé bé mat & mot
ho&c hai bén vé ndo v&i cac hdi va ranh nao téa vao
khe hé, 1a dac diém dé phan biét véi nhdi mau nao gitra
trong giai doan so sinh.

Phim chup bé nao (cisternography) it c6 gia tri
chan doan bénh, chi thdy mang rach trong th& méi hé
“collapsed”.

Céat I&p vi tinh ¢c6 gia tri cao hon khi thdy duoc
dwong chat xam tang nhe ti trong quanh khe hé chira
dich n&o tdy, sau tiém co thé thay tinh mach gian Ién
gan khe hé.

Chup mach va y hoc hat nhan déng gép cho chan
doan bénh khi phat hién tén thwong dong mach néo
gitra va sy tdng chuyén hoa glucose, twdi mau quanh
khe h&. Pac biét, cong hwdng tir ¢ gia tri cao nhét
dé& chan doan nho vao cac chubi xung T1W, T2W,
T2*GRE, FLAIR, DWI va MRV, dac biét la tai tao 3D.
Trén cac hinh &nh qua céc chudi xung co ban, chat xam
boc quanh khe hé cé thé dang nét, da hdi ndo dang
débm hodc cac hdi ndo bat thwong thanh hang chim
trong khe h&; déi khi cé thé thay lac chd chat xam, khe
hé 16t chat xam khéng hoan toan va thiéu san chat xam
quanh n&p. Mang nhén bao phi khe h& dé& rachciing
thdy dwoc. Hé théng ndo thatcd sw bién déi, sw hién
dién dau hiéu 16m nao théat (ventricular dimple) 1a d4u
hiéu chi diém khe hé trong Schiz thé méi déng ciing
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nhw moi hé nhé [5]. Vach trong sudt khdng cé, mat mot phan hodc tdn tai; vach trong subt thweng ton tai néu khe
hé& & thuy thai dwong hodc thily chdm. MRI 3D tai tao b& mat cé gia tri cao vi danh gia tét nhat mbi quan hé gitra
hdi ndo hodc rénh ndo véi khe hé. Ngoai ra, cong hwdng tir chirc ndng cé thé thdy dwoc sy tai té chirc chirc ndng
& ban cau khéng tén thwong.

Hinh 4. CHT chuéi xung T2W. A. Schizencephaly méi hé trén mét phdng coronal. B. Schizencephaly méi hé nhé
V6i dau hiéu I6m néo that (A)trén CHT mat phéng axial [2].

Hinh 5. A, CHT chuéi xung T2W maét phang axial va B, chui xung T1W maét phdng coronal. Schizencephaly thé
méi dénghai bén. Khe hé thong véi ndo thét bén hai bén, hai phén ctua khe hé nédm gén nhau, 16t béi chét xam, lan
ttr bé mat mang mém dén néo thét hai bén. Khéng thay vach trong suét [5].

Trong thai ky, chudi xung DWI va MRV cho thay tén thwong gidam twéi mau hodc nhdi mau va tinh mach nadm
xung quanh khe h&. Tuy nhién, cong huéng tir khéng phai chi dinh thwdng gép dbi véi phu niv cé thai, phwong tién
tbt nhat dé chan doan va theo dai tién trién 1a siéu am thai. Nhw vay cé thé néi siéu am dong vai tro rat Ién dé phat
hién s&m di dang Schizencephaly [6].
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7. Chan doan phan biét
7.1. Porencephaly

Porencephaly hay porencephalic cyst |a bénh bj gay ra béi chn thwong mach méau trong thai ky. Trén hinh &nh
hoc, day l1a mét tén thwong dang nang phan bé theo mach mau, bd déu ré. Pac diém quan trong nhét 1a nang dwoc
16t b&i chét trAng c6 thé dém hda hodc khong, ddc diém nay gilp phan biét gitra porencephaly v&i schizencephal
va nang mang nhén.

Hinh 6. A. Dj dang porencephaly. B. Di dang Schizencephaly [7].

7.2. Semilobar holoprosencephaly (Tét toan ndo trwérc thé ban phan thuy)

Tat toan ndo trwdc l1a hau qua cla sw tach hai ban cau dai ndo khong hoan toan. Tat toan néo truwdc thé ban
thuy 1& mét trong ba dui type clia di dang trén. Cac cu tric co ban cla cac thily no ¢ hién dién nhung nbi véi
nhau & phia trwdc va dbi thi kém theo thoat vi ban phan cltia ndo (dorsal cyst). Di dang nay rat d& nham véi di dang
Schizencephaly thé méi hé.

Céac dac diém hinh anh bao gém: mét ndo that sirng thai dwong va strng chdm phat trién khéng hoan toan, thidu
san ho&c bt san thé chai, khong co vach trong suét, ddi thi hai bén dinh nhau hoan toan hoéc khéng hoan toan.

Hinh 7. T4t toan néo trudéc thé ban thuy [3].
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7.3. Hydrancephaly (tat ndo nwérc)

Tat ndo nwdc dwoc hinh thanh do nhu mé n&o hai ban cau bi pha hly béi nhiéu nguyén nhan, dai ndo tré
thanh mét mang boc chiva dich néo tdy va chat trdng, chat xam ton dw. Day 1a mét tén thwong lan téa, trong khi

schizencephaly chi 14 tén thwong vé ndo khu tru.

Hinh 8. Tat ndo nuwérc [1].

IV. KET LUAN

Di dang Schizencephaly 1& mét thuwong tén bam sinh véi khe hé duoc 16t bdi chat xam théng véi ndo that bén &
mot ho&c hai bén, gdm hai thé méi dong va méi hé dwoc phat hién tét nhat trén cong hwdng tir. Mirc d6 triéu chirng
lam sang tuy thudc vao d6 rong, vi tri clia khe hé va cac thwong tdn than kinh kém theo. Viéc diéu tri bao gébm cac
phwong phap vat ly tri liéu, diéu tri dong kinh gitip gidm nhe triéu chirng cho bénh nhan, trong trwéng hop nang véi

ndo ung thay, bénh nhan can dwoc dat shunt.
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TOM TAT

Mé& dau: Schizencephaly la mot khuyét tat phét trién hé than kinh, duoc dinh nghia la khe nit & mé nédo phét
trién tir bé mat vé ndo dén néo that. Tuy hinh théi dj dang, duoc chia lam hai thé méi déng va méi hé. Triéu ching
14m sang don gidn hay phtrc tap phu thudc vj tri xuét hién duong nut. Day la mét di dang hiém gép, theo théng ké,
tan suét ctia bénh xép xi 1 - 2:100.000 dén. Trong hai ndm, Bénh vién Pai hoc Y Duoc Hué da gép hai truong hop
di dang Schizencephaly, do d6, chiing téi tién hanh béo céo hai truong hop sau day.

Déi twong va phwong phép: Truong hop 1: Bénh nhan nam 2 tudi, vao vién vi yéu nira nguoi trai, khéi bénh
luc 8 thang tudi véi cung triéu chiing. C6 tién st lic me mang thai 8 thang, sét nhe khéng ré nguyén nhan, khéng
duoc diéu tri gi. Bénh nhéan duoc chup cét I6p vi tinh va cdng huéng tir so ndo. Truong hop 2: Bénh nhan nam 33
tudi, vao vién vi dong kinh. Tién st yéu ntra ngudi tréi ttr nhd. Bénh nhéan duoc chup céng hudéng tir so néo.

Két qua: Truong hop 1: Ban céu ndo phéi c6 ving khuyét ndo rong, duong ndi ndo that bén véi khoang dudi
nhén phéi duoc I6t béi chat xam vé nédo, khdng cé vj tri ndi gitra hai dwong nay. Céac thuy thai duong, trén, dinh phéi
teo nhd. Khéng thay hinh dnh véch trong subt. Phan sau than thé chai giam kich thudce. Triong hop 2: Buong khuyét
néo kich thudc I6m & thuy trén phai, ndi ndo that bén véi khoang dudi nhén. Puong néi duoc bao boc béi chéat xém
v6 ndo. Thuy tran phéi kich thuéc nhé. Céc cudn ndo & thuy trén phai va doc dwong khuyét ndo nhd, tdéng mét dé.
Puong gitka Iéch nhe. Thé chai binh thuéng.

Két luan: Dj dang Schizencephaly cé déc diém Ia khe hé 16t b&i chat xam ndi gitka ndo thét bén va khoang duéi
nhén. C6 thé kém theo céc bat thuong khéc nhu khéng cé véch trong subt, da hdi ndo nhé, giam kich thuéc thé chai.
Chén doan hinh anhdac biét Ia céng hudng ter cé gia tri 16n trong viéc xéac dinh di dang va céc béat thuong di kem.

T khoa: Schizencephaly, céng hudng ter.
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