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TOM TAT

Dat van dé: Giam thinh luc tiép nhén bam sinh do dj dang tai trong chiém khoéng 1/3800 tré so sinh va
khodng 15 - 20% gé&p & ca hai bén. Chan doén hinh dnh déng vai tro quan trong trong phat hién va phéan
loai cac bat thuong tai trong. Chuing t6i xin trinh bay mét truong hop tré 30 thang tuéi bi bét san éc tai bén
phaéi va thiéu san éc tai bén trai type 2, duoc chan doan tai bénh vién da khoa quéc té Vinmec Times City.

Bédo cdo ca Iam sang: Tré nir 30 thang tudi dén kham vi c6 biéu hién kém dép g v6i &m thanh. Tré
duoc chi dinh chup duoc chup cét I6p vi tinh xwong thai duong va céng huéng tir tai trong dé danh gia céu
trac tai va nhu mé ndo. Hinh énh trén cat I6p vi tinh va cong huéng tir pht hop véi bét thuong tai trong hai
bén véi bét sén 6c tai va nhanh théan kinh éc tai bén phai, thiéu san éc tai type 2 va thiéu sén nhanh thén
kinh éc tai bén tréi, va quyét dinh khéng phéu thuét céy dién cuc duoc duwa ra do nguy co thét bai cao.

Két luan: Cat I6p vi tinh xuong théi duong va cdng huéng tir tai trong déng vai tro quan trong trong
chén doén dj dang tai trong, ttr d6 duwa ra quyét dinh c6 hay khéng chi dinh céy dién cuc éc tai va wéc tinh
ty 16 thanh céng ctia phéu thuét.

Ttr khod: Dj dang tai trong, bét sén 6c tai, thiéu san éc tai.

ABSTRACT
IMAGING IN COCHLEAR APLASIA AND COCHLEAR
HYPOPLASIA - A RARE CASE REPORT AND LITERATURE REVIEW

Nguyen Truong Duc’, Nguyen Thi Nhan”’
Giap Thi Thu', Nguyen Tuan Dat’

Background: Congenital sensorineural hearing loss due to inner ear malformations is approximately 1
in 3800 childbirths. There were bilateral malformations in 15 - 20% of the cases. Imaging plays an important
evaluation in the detection and classification of inner ear malformations. We present a 30 - month - old
female with cochlear aplasia on the right side and cochlear hypoplasia type 2 on the left side diagnosed at
Vinmec Times City Hospital.

Case report: A female 30 - month - old has been examined at Vinmec Times City Hospital due to her low
response to sounds. She has performed Temporal Bone Computed Tomography (CT) and Magnetic Resonance
Imaging (MRI) of the inner ear to assess the ear structure and brain parenchyma. On CT and MRI images,
presence of cochlear aplasia and cochlear nerve aplasia on the right side, hypoplasia of cochlear (type 2) and
cochlear nerve on the left side, and decision was made not to implant surgery due to high risk of failure.
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Chan dodn hinh anh bat sdan 6c¢ tai va thiéu sdan oc tai...

Conclusion: Temporal Bone CT and Inner Ear MRI have an essential role in the diagnosis of inner ear
malformations and help with surgical decisions making whether a cochlear implant is indicated or not and

estimating the success rate.

Keywords: Inner ear malformation, cochlear aplasia, cochlear hypoplasia.

I. PAT VAN PE

Giam thinh Iyc tiép nhan bam sinh gay ra boi cac
bat thudng cua tai trong, than kinh tién dinh 6c tai
hoic bét thudng trong qué trinh phat trién cta nio.
Bét thuong nay co thé do cac nguyén nhan bam sinh,
di chimg do nhiém tring hodc chan thwong méic phai
khi sinh, tuy nhién trong mét s truong hop khong
xac dinh dugc nguyén nhén [1]. Chan doan hinh anh
dong vai tro quan trong trong danh gia giam thinh lyc
bam sinh. Ddi v6i cac truong hop co chi dinh ciy dién
cuc Oc tai, ct 1op vi tinh xuong thai duong va cong
hudng tir tai trong cung cap cac thong tin quan trong
trudc phau thuat vé tai trong, than kinh tién dinh -
b¢ tai va nhu mé ndo [2]. Cit 16p vi tinh xuong thai
dwong giup danh gia cac bét thuong giai phiu cia
tai trong dé phan loai ton thuong, ngoai ra danh gia
cac bat thudng cua tai ngoai va tai giita. Trong khi
do, cong huong tir c6 wu thé trong danh gia mé dao
mang, cac nhanh cua ddy than kinh tién dinh dc tai va
cac bat thuong clia nhu mo ndo. Chung t6i xin trinh
bay mét truong hop bét san ¢ tai bén phai (Cochlear
aplasia) va thiéu san dc tai type II bén trai (Cochlear
hypoplasia type IT) dwoc phat hién trén chup cat 16p vi
tinh xwong thai duong va trén cong hudng tir tai trong
tai bénh vién da khoa quéc té Vinmec Times City.

IL. BAO CAO CA LAM SANG
Tré nit 30 thang tudi dén kham dé danh gia vé
kha nang nghe va dap trng v6i am thanh. Theo 101

ké gia dinh, tré c6 biéu hién kém dap tng voi 4m
thanh tir khi bé 9 thang tudi nhung chua di kham.
Tré 1a con thtr nhat, duoc sinh thuong du thang,
khong phat hién bat thudng trong qua trinh mang
thai, va khong c6 tién sir chay dich tai hay khong
sung dau ving tai. Gia dinh khong c6 ai c6 bét
thuong vé tai. Kham 1am sang ban dau cho thay,
tré quay khoc, hiéu dong, khong thay dau hiéu than
kinh khu tra, ndi soi tai miii hong binh thuong.
Tré duoc chup cét 16p vi tinh (CLVT) xuong thai
duong, cong huong tir (CHT) dé danh gia bat
thudng vé tai va nhu mé nio.

Trén phim chup CLVT, tai phai khong c6 ¢ tai,
tién dinh gidn 16n, dng tai trong c6 kich thuéc binh
thudng va d6 vao phan trude cua tién dinh, thanh
ngoai clia tai trong phing (hinh 1 A, B, C). Khong
quan sat thiy nhanh than kinh dc tai trén phim CHT
(hinh 1D).

Oc tai bén trai trén anh CLVT c¢6 hon mot vong
v6i hinh thai bén ngoai binh thudng, khong c¢6 cu
tric try Oc tai va manh xodn xuong (modiolus), va
¢ vach ngan 6 véi tién dinh (hinh 2A). Tién dinh
bén trai gidn, 6ng ban khuyén trén binh thudng,
gidn 6ng ban khuyén bén va thiéu san dng ban
khuyén sau (hinh 2B). Trén CHT, quan sat thiy
nhanh 6c tai va tién dinh duéi chung va c6 nhanh
nho di vao ving dc tai (hinh 2 C, D).
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Hinh 1: Tai phai. (A) Anh CLVT huéng Axial khong quan sat thay dc tai & vi tri binh thuong
(bét san dc tai - mii tén do), dng tai trong (ddu sao) di vao phan trudc cia tién dinh voi gidn tién dinh
(miii tén den); thanh ngoai cua tai trong phang (mili tén xanh). (B, C) Anh CLVT hudng Sagital va
Coronal: Ong ban khuyén trén binh thudng (miii tén d6) d6 vao tién dinh. (D) Anh CHT Sagital 3D
CISS: Khong quan sat thay nhanh dc tai binh thuong & vi tri trude dudi, ddy than kinh mat binh thudng
(miii tén d6), nhanh tién dinh trén va duéi ¢ phia sau (mii tén tring).

Hinh 2: Tai trai. (a) Anh CLVT hudng Axial cho thdy 6c tai co 1 vong ddy, khong quan sat thiy tru bc tai
(modiolus) bén trong (mili tén xanh), dng tai trong d6 vao dc tai c6 kich thudc binh thuong (diu hoa thi);
tién dinh gidn (mi tén den). (b) Anh CLVT hudng Coronal: ng ban khuyén trén binh thuong (miii tén
d6) va gidn dng ban khuyén bén (miii tén den). (c) Anh CHT Sagital 3D CISS: khong quan sat thdy
nhanh dc tai riéng & vi tri trude dudi, nhanh tién dinh trén va tién dinh duéi (mili tén tring) va than kinh
mit ¢ trude trén (miii tén do). (d) Anh CHT Axial 3D CISS: ¢6 nhanh than kinh di vao dc tai
(miii tén mau cam), kha ning 14 tach tir nhanh tién dinh.
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Bénh nhan duoc chan doan bat san Oc tai va
nhanh than kinh 6c tai bén phai (Cochlear aplasia)
va thiéu san ¢ tai type II (Cochlear hypoplasia type
IT) kém thiéu san nhanh than kinh dc tai bén trai.
Bénh nhan duoc tu van khong nén dat dién cuc be
tai do bat san dc tai bén phai 1a chng chi dinh hoan
toan, chéng chi dinh twong ddi véi dj dang thiéu san
dc tai type 11 bén trai kém thiéu san nhanh than kinh
dc tai do nguy co thét bai cao.

I11. BAN LUAN

Giam thinh luyc tiép nhan bim sinh ¢6 thé duoc phan
loai dga trén nguyén nhan thanh nhom nguyén nhan
khong do gen (nhiém tring, chuyén hoa, chan thuong)
va nhém do gen, véi ty 16 mdi nhom khoang 50% [3].
Di dang tai trong gap ¢ 1/3800 tré so sinh va khoang
15 - 20% gap ¢ ca hai bén [4]. Dya trén phan loai cua
Jackler va Sennaroglu, bat thudng tai trong duoc phan
loai thanh 8 nhom: bat san mé dao (di dang Michel), tii
thinh gi4c so khai (rudimentary otocyst), bat san dc tai,
di dang khoang chung, di dang phan chia khong hoan
toan dc tai tién dinh, thiéu san 6c tai, hoi chimg rong
cbng tién dinh va bét thuong hd bc tai [5], [6].

Cit 16p vi tinh xuong thai dwong va cong hudng
tur tai trong dong vai trd quan trong trong danh gia
céc bat thuong tai trong va nhu mo ndo & tré giam
thinh Iyc tiép nhan bim sinh. Trong khi cit 16p vi
tinh xuong thai duong gitp danh gia chi tiét cac
cAu trac xuong cua tai trong, tai giita, tai ngoai va
cac bién thé giai phiu c6 thé anh huong dén phau
thuat tir 6 giup phau thuat vién 1ap ké hoach phiu
thuat thich hop. Cong hudng tir lai dong vai tro quan
trong trong danh gia day than kinh dc tai, mé dao
clia tai trong va cac bat thuong nhu mé nio [2], [7].

Cit 16p vi tinh xuong thai duong dugc thuc hién
trén may CT da day, voi ma trdn 512 x 512, trudong
chup nho khoang 9 cm, cit huéng ngang (Axial)
song song v6i duong dc tai - 6 mét, dién cét di tir by
trén xuong da dén hét mom chiim, sau d6 dugc tai
tao lat cit mong 0.6 mm va dung hinh trén cac huéng
dung ngang (Coronal), dimg doc (Sagital) dé danh
gia chi tiét giai phau tai trong, tai giita va tai ngoai
[2], [8]. V& cong hudng tir tai trong, nén sir dung may
cong hudng tir co tir luc cao 1.5 hoac 3 Tesla dé danh
gia. Chudi xung T2 gradient - echo hudng cit ngang
(Axial), l4t cit mong 0.4 - 0.7 mm, cho phép phan
biét rd cac cAu triic mé dao, than kinh dc tai, hudéng
cat dimg doc (Sagital) v6i truc vudng goc véi dng tai
trong dé danh gia than kinh tién dinh - 6c tai [2].

Bit san Oc tai 1a di dang khong thdy hinh anh 6¢
tai do ngimg phat trién tai trong vao cudi tuan thir
ba cua thai ki. Py 1a mot ton thuong it gip, chiém
khoang 3% céc truong hop di dang tai trong va can
dugc chan doan trude khi tién hanh phau thuat vi 1a
chéng chi dinh tuyét ddi cua dat dién cuc de tai [8].
Trén hinh anh, ¢ tai bat san hoan toan va h¢ thong
tién dinh c6 thé binh thudng hodc gidn [2]. Thanh
ngoai tai trong phing 1a diu hiéu quan trong dé phan
biét v6i viém mé nhi c6t hoa. Trong trudng hop ¢
gidn tién dinh can chan doan phan biét véi di dang
khoang chung do khac nhau vé chién lugc diéu tri
va su khac biét dwa vao vi tri cua 6ng tai trong [5].
Truong hop bat san dc tai thi dng tai trong ndm & phia
trudc hodc do vao phan trude tién dinh, con trong
di dang khoang chung thi dng tai trong d6 vao phan
trung tim hodc phan sau ciia tién dinh [5]. Trong bat
san nhanh than kinh dc tai, trén CHT khong quan sat
thay nhanh than kinh dc tai trong dng tai trong [9].

Hinh 3: Bét san 6c tai. (A) Hinh v& minh hoa bét san dc tai (dau sao) voi hé thong tién dinh binh thudng.
(B, C) Hinh chup CLVT ctra sd xwong huéng Axial cho thiy bat san tai trong (d4u sao den). Tién dinh
gidn (mili tén den) va ong tai trong nam trude tién dinh (miii tén trang). Hinh C c6 thé thay thanh ngoai
tai trong phang (dau miii tén tring). Ngoai ra, c6 hinh anh viém tai gitra man tinh voi dac xuong va dich
trong cac thong bao chiim (ddu sao tring) [5].

Tap Chi Y Hoc Lam Sang - S6 73/2021



Bénh vién Trung wong Hué

Thiéu san 6c tai gdy ra do ngimg phat trién cta
bc tai vao tuan thir sau cia thai va chiém khoang
15% di dang tai trong [8]. Bat thuong nay biéu hién
boi bc tai co kich thude nho nhung c6 su phan biét
rd rang gitra 6c tai va tién dinh. Thiéu san oc tai
dugc chia thanh bén type 1a type L, type II, type III
va type IV. Thiéu san dc tai type I (dang tai nodn
hoang - yolk sac) véi dc tai 1a cau triic nho xudt phat
tir tién dinh, khéng c6 tru dc tai, manh xodn xuong
va céu triic bén trong. Thiéu san dang dang dc tai
(type II) cho thiy dc tai c6 kich thudc nho, khong
¢6 try ¢ tai hay manh xoén xwong bén trong nhung
hinh thai bén ngoai binh thuong; tién dinh va cong
tién dinh thuong gidn [10]. Thiéu san dc tai type III
thi dc tai co it hon 2 vong, tru dc tai va manh xoén

xuong nho, cau trac bén trong binh thuong; cac dng
ban khuyén thuong thiéu san [10]. Cudi cing trong
thiéu san Oc tai type IV, vong day 6c tai co kich
thudc binh thuong, thiéu san nhe ciia vong giira va
vong dinh bc tai [11]. Nhanh than kinh c tai binh
thuong c6 duong kinh khoang 1 mm, kich thudc va
tin hiéu twong tu day than kinh mat cung bén. Hién
chwa c6 sy thong nhat vé tidu chuan chan doan thiéu
san nhanh than kinh dc tai [9]. Theo Clemmens va
cong su, thiéu san nhanh than kinh dc tai duoc chan
doan khi n6 cé duong kinh, di¢n tich hoac tin hi¢u
thap hon so véi day than kinh mat cing bén [12].
Céy dién cuc bc tai duge xem xét chi dinh cho cac
truong hop thiéu san dc tai type 2 kém theo thiéu
san nhanh than kinh dc tai [9].

CH-I

Hinh 4: Hinh v& minh hoa va anh CLVT céc type thiéu san 6c tai (CH). (A) Thiéu san dc tai type L.
(B) Thiéu san dc tai type II. (C) Thiéu san bc tai type III. (D) Thiéu san dc tai type IV. [11]
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IV. KET LUAN

di dang tai trong, tir d6 dua ra quyét dinh c6 hay

Cit 16p vi tinh xuong thai dwong va cong huong  khong chi dinh cay dién cuc dc tai va udc tinh ty 18

tir tai trong dong vai tro quan trong trong chan doan

thanh cong cuia phau thuat.
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