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Ca lam sang: Dj tat bam sinh
Mondini malformation
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Thoi diém dén Medic: 10/2025

Ly do: Chup MSCT tai- xwong thai duong

Bénh su:
U 2 tudi: ngwdi nha phat hién bé cham biét ndi, cé
biéu hién khiém thinh. Khdam tai phong khdm chuyén
hoa TMH, chan dodn: Diéc siu hai tai, nghi ngo bat
huwdng bam sinh tai -> Medic: chup khdo sat tai-

wong thai duong
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Chup CTscan xuong dd theo 2 hudng Coronal & Axial, 16p cat 1mm
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Vung : CT TAI May : MSCT 640 _2 Khéng tiém tuwong phan
Két qua  : KY THUAT: MEDIC
Bénh nhan dwgc khao sat ndo, vung tai- xwong thai dwong véi ki thuat high-resolution MSHCT khéng tiém
thuéc can quang tinh mach.
KET QUA:
Khéng thay thwong tén bat thuong nodi so trén CT nay.
G6c cédu tiéu ndo binh thudng.
Vom hau trong.
Cac xoang canh miii sang.
XUONG THAI DUONG- TAI HAI BEN:
+ Ong tai ng0a1 trong.
+ Hom nhi sdng, khéng mé viém hay u budéu trong hom nhi. Chudi xwong con binh thuong. Khéng thay hinh
anh trat kho'p bua-de hay de- ban dap. Scutum binh thudéng. Tegmen tympani binh thuwéng. Ong théng hang va
hang chiim sang. Céac thong bao chiim sang.
+ Khong thday bat thwong cac ong ban khuyén va tién dinh hai bén.
+ Oc tai hai bén kich thlrorc binh thu'tmg, khong thay modiolus & vong gitra (middle turn) va vong dinh (apical
turn) 6c tai. Oc tai xoan khoang 1.5 vong.
+ Coéng tién dinh (P) dwong kinh tai doan eo #2.6mm, doan dé vao xoang tinh mach sigma #5.1mm. Céng tién
dinh (T) duong kinh tai doan eo #3.2mm, doan dé vao xoang tinh mach sigma #5.3mm.
+ Hanh tinh mach canh khéng cao.
i KET LUAN:
- BAT THUONG OC TAI HAI BEN, THEO DOI INCOMPLETE PARTITION TYPE II.
- GIAN CONG TIEN DiNH HAI BEN (ENLARGED VESTIBULAR AQUEDUCT).
-> THEO DOI MONDINI MALFORMATION.

Tp. H6 Chi Minh, ngay 25/10/2025 14:39
(Bdc si da ky)




Mondini malformation
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Phat trién binh thudng cua tai trong

» Tai trong phat trién tr otic placode vao tuan thai thir 3.
» Otic placode I6dm vao tao thanh otic vesicle (otocyst).
» Twtuan 4-8:

Hinh thanh &c tai, tién dinh va cac éng ban khuyén.

Oc tai xoan dan dat khoang 2,5 véng & thai binh thuong.

Modiolus va interscalar septa phat trién hoan chinh dé phan
chia cac vong xoan.

» Su biét hoa hoan chinh ciia mé nhi xwong dién ra khodng tuan
8-10 thai ky.
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Incomplete Partition type 2

Sennaroglu Sennaroglu Subgroups & =3
(2[)(]2)g (2()17)g ‘2%17) P Description
With hypoplastic or aplastic Absence of the whole
. _ Complete labyrinthine aplasia petrous bone cochleovestibular structure
Michel deformity ' With otic capsule
Without otic capsule
Incomplete and small representation
Rudimentary otocyst No subgroups of the otocyst without an internal
auditory canal
~ ) Cochlear aplasia With normal labyrinth Absence of the cochlea
Coclilearsplasia With a dilated vestibule (CAVD Absence of the cochlea, bust the
e e ) vestibule is enlarged "{"’”"‘"
: ; foogiasa
Single, round chamber, representing >
Common cavity deformity Common cavity No subgroups cochlea and vestibule without any e -

differentiation between them

Incomplete partitions of the
cochlea (differentiation of cochlea
and vestibule, normal external
dimensions)

The entire modiolus and interscalar
Incomplete partition type 1 septa are absent, resulting in a cystic
appearance of the cochlea

Cochiear
lewd

ncomplete partition type 1
ncomple
v (30

Absence of the apical part of the

- - modiolus and corresponding
ncomplete partition type 2 Incomplete partition type 2 interscalar septa, fusion of middle and
apical turns

Absent modiolus but cumplefe

Incomplete partition type 3 interscalar septa, enlarged internal S
acoustic canal —
- . Typel Cochlea is like a small bud
. Cochlear hypoplasia (external ’ . . X -
Cochlear hypoplasia L 2ET Defective modiolus and interscalar Poompom
) 2 cochlear dimensions are smaller Type2 i : parition
(corresponding to CH-I) fisn rioesal) / septa, normal external outline P e
< Type 3 Short modiolus and less than 2 turns, iy

reduced length of the interscalar septa
Normal basal turn, middle and apical
turns are severely hypoplastic and
located anteriorly and medially rather
than in the center

Type 4




Mondini Malformation o

» MO0 ta Ian dau tién qua bao cdo giadi phau
clia Carlo Mondini (ngui Y) (1729-1803) s weak o
VéO ném 1791. Cochlear hypoplasia

» Mondini malformation thuéc nhom
Incomplete Partition type Il (IP-ll).

» Duoc cho la do ngirng phat trién tai trong
mudn vao khodng tuan thai thi 7.

Seventh week
Incomplete partition
(classic Mondini's dysplasia)

Fifth week
Cochlear agenesis

Sixth week (late)
Cochlear hypoplasia

,/'
\

Eighth week
Normal development



Mondini Malformation

Piéc tiép nhan bam sinh hodc xuét hién s&m thdi tho 4u.
Murc d6 nghe kém thay déi:

* Nhe — sau.

« C6 thé tién trién theo thoi gian.

Co thé:

 Nghe kém dao déng

«  Choéng mat/rdi loan tién dinh

« Viém mang nao tai dién do ro dich ndo tuy (Bién chirng).
Thuwong lién quan:

 HOG6i chirng Pendred

« Charge syndrome

* Kilippel syndrome

- D6t bién gene SLC26A4.
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ondini Malformation

nhat thanh khoang nang.
Thiéu mé6t phan modiolus vung dinh.

Oc tai chi con khoang 1-1,5 vong thay vi 2,5 vong binh
thuong.

‘hwong di kéem:
Gian céng tién dinh (Enlarged vestibular aqueduct)
Gian tién dinh
Béat thworng 6ng ban khuyén.

Type Il

Type III

yac diém:
Vong day bc tai phat trién gan binh thuwong.
Phan gitra va dinh éc tai khéng phan chia hoan toan — hop



Mondini Malformation

Radiographic features

The Mondini abnormality consists of a triad ™:

1. abnormal cochlea

o only 1.5 turns (instead of the normal 2.5 turns)
o normal basal turn with a cystic apex in place of the distal 1.5 turns

2. enlarged vestibule with normal semicircular canals

3. enlarged vestibular aqueduct containing a dilated endolymphatic sac

Additionally, complete or partial absence of the normal interscalar septum is also present, which can
now be demonstrated on high-field MRI 4.



Mondini Malformation

CT xwong thai dwong

Oc tai chi c6 khoang 1-1,5 vong.

Hop nhat vong gitka va vong dinh — hinh
nang.

\Vong day con bao ton.

Modiolus vung dinh thiéu mét phan.
Gian tién dinh.

Enlarged vestibular aqueduct thwong di
kem.

MRI

» T2W/CISS/FIESTA:

Hinh nang cta phan dinh bc tai.

Panh gid mé nhi mang va day TK &c tai.
Phat hién enlarged endolymphatic
sac/duct.

» MRI hiru ich trwde cay dién cwe oc tai



Mondini Malformation

» Diéu tri:

May tro’ thinh néu con stre nghe.

Phuc hoéi ngdn ngir sém.

*Cochlear implant:

Chi dinh trong nghe kém nang/sau.

Két quéa thuorng tot hon IP-1 vi con bao ton vong day va mét phan modiolus.
*Diéu tri rd dich n&o tuy néu cé.

*Theo ddi nguy co viém mang nao tai phat.



Két luan

» Mondini malformation 1a di dang bam sinh tai trong do ngling phat trién dc tai vao tuan
thu 7 thai ky.

» Hinh anh hoc ddong vai tro quan trong trong chan doan cac bat thudng cu truc tai.

» CT xuong thai duong do phan giai cao dong vai trd quan trong trong danh gia cau triic mé
nhi xuong, gitp nhan dién hinh thai bat thuong cua oc tai, modiolus, tién dinh va ong tién
dinh.

» MRI tai trong bo sung thong tin vé mé dao mang, day than kinh oc tai va cac cau tric dich
no1 mé nhi, déng tho1 c6 gia tri trong 1ap k€ hoach cay dién cuc Oc tai.

» Viéc phoi hop CT va MRI gitp chan doan chinh xac di dang Mondini, danh gia cac bat
thuong phot hop va dinh hudng di€u tri phu hop.
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