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TONG QUAN <@

“*Phan loai: “*Nguyén nhan:

= Diéc dan truyén = Bam sinh:
= Diéc than kinh
= Diéc hén hop

« Di truyén
 Khéng di truyén
— Nhiém trung bao thai

— Chén thuong, ngd doc, thiéu oxy
nao trong thai ky, chu sinh

= Mac phai
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TONG QUAN 0"

<*Chan doan:

= Lam sang
= Po thinh lwc do6
“+*CDHA:
= Bat thwdrng cau trac gidi phau
= Ton thwong than kinh
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CHAN DOAN HINH ANH ; o):

HRCT MRI
< Ong tai ngoai < Ton thwong nhu md ndo: TIWI, T2WI,
< HOm nht, cac chudi xwong con, clra sb SWI, DWI
tron, clra sO bau duc < Khao sat than kinh VIII
< Hinh thai éc tai va cac 6ng ban khuyén = CISS 3D, FIESTA, SPACE
< Ong tai trong, cong tién dinh = Axial, vong géc bng tai trong

» Pwdng di cta than kinh VII trong
xwong chdm
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HRCT: Giai phau
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MRI: Than kinh VIII
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DIEC DAN TRUYEN BAM SINH Lot

< Bat thwdng ong tai ngoai: < Bat thwdrng tai giira:
= Bat thwong vanh tai (tai nho) = Bat thwdng xwong con
= Bat san 6ng tai ngoai: xwong / = Khéng co ctra sb bau duc
mang = Cholesteatoma bam sinh

= Két hop thiéu san tai gitra
= 1 hoac 2 bén

= Khéng phdi hop bat thwong tai
trong
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Bat san Ong tai ngoai (P)
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Bat san 6ng tai ngoai (P). Ong tai ngoai (T) binh thwéng
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=

Bat san Ong tai ngoai. Bénh nhi 10 thang tu6i nghe kém 2 tai. Tai (P) ¢ hinh &nh 6ng tai ngoai nhwng rat
hep. Tai (T), c6 cau tric xwong Ong tai hgoai nhwng tacdo md dac (bat san mang).
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= Sliceis”
Bojss BB 2 grirs)

Cholesteatoma bam sinh hom nhi (T).

o
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DIEC THAN KINH 0

< Di chirng bao thai: nhiém trung, thiéu oxy, ngd doc
< Bat thuwdng than kinh VIII
< Bat thwong tai trong
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DI CHUNG BAO THAI (0"

“ NN:
= Nhiém trung bao thai (CMV, Rubella...)
= Thiéu oxy ndo chu sinh (HIE), tré ss thiéu thang
< HRCT: Cau trac xwong binh thwéng
« MRI:
= Tén thwong nhu md nio:
« Tén thwong chat trang
« Gian n3o that
- Bat twdng cau truc vé ndo
= Than kinh VIII binh thwong (++/-)
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Bénh nhi 3 tudi, diéc sau 2 tai, cham phat trién tam-than van déng
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Bénh nhan 2 tudi, sinh non, diéc sau 2 tai RSHCM 2025



BAT THUONG THAN KINH VIII 40 )%"%

< Thiéu san, bat san than kinh VIII / than kinh ¢ tai

** 1 hoac 2 bén

<% C6 thé két hop hep 6ng tai trong
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Bat san than kinh 6c tai

Bénh nhan 10 tudi, diéc than kinh tai (P)
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Bénh nhan 4 tudi, diéc sau 2 tai RSHCM 2025



BAT THUONG TAI TRONG Ry

% Bat thworng mé dao mang: 80% - CBHA (-)
< Bat thwdng mé dao mang + mé dao xwong
= Hinh anh (+)

. Ampullae
| Py

K
Saccule_ ‘
‘ 4

S, £ \QY
Srior N
: o
Ampull Canalis Ouciae ©
reuniens

Ductus
endolymphaticus

= Nhiéu mdc do loan san tién dinh - dc tai A

= Pasb 2 beén

% Cau trac xwong tai trong hoan chinh ttr ltc sinh
< Ong va tui ndi dich tiép tuc phat trién toi 4 tudi

% Cong tién dinh phat trién t&i lGc day thi
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Bat sdn mé dao hoan toan (complete labyrinthine aplasia) o)
“* Michel aplasia
% Thiéu san / bat sdn xwong thai duwong

< Khéng c6 hinh anh ong tai trong, tién dinh, oc tai

(Nguén: Pediatric Sensorineural Hearing Less. B.Y. Huang, C. Zdanski and M. Castillo. AINR Am J Neuroradiol 2012, 33 (2) 211-217).
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Nang tal thO so’ (rudimentary otocyst) e):

<% Khéng c6 6ng tai trong

% Mé dao la 1 nang dich nhé

. (Nguén: Imaging of inner ear malformation: a primer for radiologists. Paola Feraco -
Silvia Piccinini - Cesare Gagliardo. La radiologia medica (2021) 126:1282—-1295)
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Bat san Oc tai (cochlear aplasia) o)

% C6 0Ong tai trong

% Khong co6 Oc tai

< C6 tién dinh va co thé loan san

B4t san Oc tai hai bén.
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OOAN HiNH 4~
i %

Béat san 6c tai hai bén va hep 6ng tai trong
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Nang chung (common cavity) (@)"

< Oc tai va tién dinh 1a nang dich chung

< Ong tai trong di vao trung tam nang nay

(Nguédn: Pediatric Sensorineural Hearing Loss. B.Y. Huang, C. Zdanski and M. Castillo. AJNR Am J Neuroradiol 2012, 33 (2) 211-217).
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Thiéu san Oc tai (cochlear hypoplasia) AV pDA

< Oc tai va tién dinh tach biét j

< Oc tai kich thwéc nhd

= Dang choi / dang nang @

= Modiolus va interscala septar khéng c6 hodc ngan

= S6 vong xoay c6 thé khéng du
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Tﬁln 1 1?08

Thiéu san bc tai. Bénh nhan 6 tudi, diéc sau 2 tai. Hinh.anh tai (T) ( tén thwong twong tw tai (P)). Than kinh

VIl binh thwdng RSHCM 2025



Oc tai xoay khéng hoan toan (incomplete partition IP) (@)D"

< QOc tai va tién dinh tach biét

< Oc tai kich thwde binh thwdng
= P I: ¢ tai khéng xoay dang nang
= |P II: xoay khéng du, vong xoay gilra va dinh khéng tach
= P Il
« Lién két NST X, hiém

» Xoay du 2,5 vong, khéng cé modiolus

RShI.lIVI LULdJ



10 Dists T 0,88 Cm
IO 224 /1148

=8

Sag=Cor 9
=Tra 0

Tra=Sag 14 Sag=Cor 23
=Cor - =Tra 13

IP I: B&nh nhan 13 tudi, diéc than kinh hai tai
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Tﬁ: =115

B plirufalzs =

IP II: B&nh nhan 3 tudi, diéc sau 2 tai.
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Gidn cong tién dinh (enlarged vestibular aqueduct) o)

% Cong tién dinh > 1,5mm
** 90% hali bén

< Don doc / két hop bat thwdng mé dao

normal vestibular
aquaduct

enlarged vestibular
aquaduct
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Gi&n cbng tién dinh hai bén, than kinh VIl binh thuwdng
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< Hep (<1,4mm) hodc tac hoan toan
<% CO6 thé két hop
= Hep 6ng tai trong

= Bat san, thiéu san than kinh oc tai
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Bat thwdng 6ng ban khuyén 0):

RSHCM

< Khong c6 cac 6ng ban khuyén: tat ca hoac 1, 2 6ng ban khuyén
% Gian I&n, khdng hoan toan

< Ong ban khuyén ngoai (+++)

< Don thuan / két hop bat thwong oc tai, gidn tién dinh
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OOAN HiNH 4ﬁv
% %

Gian tién dinh va khéng cé 6ng ban khuyén ngoai
RSHCM 2023




G5280

PK DK HOAHAO - ME
: 65230872805

B PK DK HOAMHAO - M

, 652307280
) éone

C6 6ng ban khuyén sau va trén. Ong ban khuyén ngoai rat nhé.
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Gian I&n tién dinh va khéng co6 cac éng ban khuyén
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Bat thwong Ong tai trong (0 )"

% Glan lon

% Hep ong tai trong < 2mm
% Chia déi (duplication): ong than kinh VIl / dng than kinh VIII

< Pon thuan / két hop bat thworng oc tai, tién dinh
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Hep 6ng tai trong (P) va bat san than kinh VIII
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OOAN HiNH 4ﬁv
% %
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Ong tai trong (P) chia déi RSHCM 2025



Hep 6ng tai trong hai bén va bt san 4c tai.
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KET LUAN

< NN diéc bam sinh da dang
% Chéan doan lam sang
“* CDHA ddng vai tro quan trong
= Ton thwong than kinh
= Bat thworng cau trac giai phau
= Quyét dinh pp can thiép
< Phoi hop CT va MRI:
= Protocol khao sat phu hop
= C4c ton thwong phat hién trén hinh
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