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TOM TAT

Pit van dé: Cholesteatoma bam sinh 12 bénh 1y hiém gap. Triéu ching thuong kho phét
hién chinh x4c va diéu tri con nhiéu phirc tap vai ti 16 tai phat kha cao. Muc tiéu: Bai bao
nay tom tit nhirng thong tin hiéu biét gan day va nhitng khuyén céo cap nhat vé chan doan,
diéu tri va quan ly bénh cholesteatoma. Phwong phap: Tim kiém céc bai bao lién quan chu
dé nghién ciu bang cong cu PubMed tryuc tuyén va cac cong bd trén tap chi y khoa duoc
xép hang tinh diém. Thuat ngir dwoc sa dung gom: “congenital cholesteatoma”,
"cholesteatoma bam sinh", "diagnosis" and "treatment". Két qua: Cholesteatoma bam sinh
dugc dinh nghia 14 khoi tring nhu ngoc trai & mang nhi nguyén ven trén bénh nhan khong
¢ tién str chay nudc tai, thing mang nhi hodc céc thu thuat tai trude 6. Co ché bénh sinh
cua cholesteatoma bam sinh van con gay tranh cai; tuy nhién, thuyét ton du biéu mé duoc
chap nhan phé bién nhat. Ty & mac chang réi loan nay duong nhu dang gia ting. Cac vi tri
biéu hién phé bién nhat khi kham thyc thé 1a goc phan tu trudc-trén va sau-trén ciia mang
nhi. Diéc dan truyén la triu chung phd bién nhit. Hé thdng phan loai giai doan
cholesteatoma gan day da duoc dé xuat nham théng nhat bao cdo va xac dinh chinh xac
tinh trang bénh. Diéu tri cholesteatoma bam sinh van Ia phiu thuat. Phuong phap phau
thuat 2 giai doan dwoc can nhac vi ti I tai phat sau phau thuat giai doan 1 khé cao. Két
luan: Cholesteatoma bam sinh la khéi cholesteatoma tring ngoc, chan doan thudng cham
tré, bién ching thuong nguy hiém ciing nhu diéu tri kho khan. Thong tin cap nhat trong
chan doan va diéu tri cholesteatoma bam sinh gop phan gitip béac si tai miii hong nang cao
canh giac chan doan va xt tri bénh hiéu qua hon.

Tir khod: congential cholesteatoma, cdp nhdt, chan dodn, diéu tri.

UPDATE ON CONGENITAL CHOLESTEATOMA DIAGNOSIS
AND TREATMENT

ABSTRACT

Background: Congenital cholesteatoma was a rare disorder. Diagnosis and treatment of
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congenital cholesteatoma still was difficult. Objective: This article updated the information
and knowledge on diagnosis and treatment of cholesteatoma. Method: The literature
search was undertaken with PubMed as well as published studies on ranked publications.
The search terms "congenital cholesteatoma", "update”, "diagnosis and treatment” were
used to acquire the information. Results: Congenital cholesteatomas have been defined as
pearl white cholesteatoma mass in intact tympanic membrane with evidencing no prior
history of otorrhea, tympanic perforation, or previous otologic procedures. The
pathogenesis of congenital cholesteatoma remains controversial; however, the most
commonly accepted theory was a epithelial rest theory. The incidence of this disorder
likely is increasing. The most common locations of cholesteatoma were the anterior-
superior and posterior-superior quadrants of the eardrum. Conductive hearing loss was the
most common symptom. Classification systems based on disease staging have recently
been improved in order to unify and identify the disease status. The congenital
cholesteatoma treatment was still surgical approach. A second-look approach for treating
congenital cholesteatoma was considered for individual case. Conclusion: Congenital
cholesteatoma is a pearly white mass of cholesteatoma. Diagnosis was often delayed,
complications were often dangerous and treatment was difficult. Updated information on
the diagnosis and treatment of congenital cholesteatoma contributes to helping
otolaryngologists improve their vigilance in diagnosing and treating the disease more
effectively.

Keywords: congenital cholesteatoma, update, diagnosis and treatment.

1. TONG QUAN nhan khéng c6 tién sir chay tai, thung mang
nhi hodc c6 phau thuat tai trudc do; khoi
cholesteatoma nay da xuat hién tir luc sinh

ra[1].

Cholesteatoma la khéi nang trang voi
I6p bén ngoai kha day, dai gom biéu mé co
dang vay, lat tang, stng hoa va t chuc lién

két véi tinh thé cholesterin ¢ giira va 16p
bén trong la khi mém tring nhu ba dau.
Lép ngodi chira to chuc hat, tiét ra nhiéu
enzyme tiéu protein c6 kha nang lam tiéu/
mon xuong. Bénh 1y cholesteatoma dugc
chia thanh 2 loai chinh: bam sinh va méc
phai. Cholesteatoma bam sinh (congenital
cholesteatoma - CC) dugc dinh nghia 1a
khdi nang biéu bi vay sing hoa phia bén
trong mang nhi con nguyén ven trén bénh

CC thuong biéu hién dudi dang khoi
trang ngoc trai, c6 vi tri & goc phan tu trugc
trén cua tai gitta va phia sau mang nhi. Tuy
nhién, phan I6n CC lién quan dén ca cac
goc phan tu khac cia mang nhi do chan
doan cham. McCabe va cs da cong bé CBS
& goc phan tu trudc trén, sau trén va ca
trudc trén va sau trén lan luot chiém 29%,
23 % va 46% tong sb ca [2].

Vé dich t& hoc, ti 16 CC wéc tinh 14
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0,12 trén 100.000 nguoi, chiém 4-24 %
trong cac ca cholesteatoma ¢ tré em va
khoang 2-5 % trong tong s cac ca
cholesteatoma [3]. Do tudi trung binh khi
duoc chan doan mic CC thuong 1a 5-6 tudi.

Bai bao nay nhim toém tit thdng tin
hiéu biét hién nay vé CC va nhiing khuyén
cao cap nhat vé chan doan va diéu tri bénh
ly nay.

2. CO CHE BENH SINH CUA
CHOLESTEATOMA BAM SINH

Dén nay, nguyén nhan cua CC van con
gay tranh c&i. C6 nghién cttu & cip do phan
ter  chang minh khac biét gitra
cholesteatoma mac phai va bam sinh dua
trén biéu hién khac nhau mtc d6 cytokine
va phan tir lién két té bao.

Gia thuyét dugc chap nhan phd bién
nhat l1a thuyét ton du phan biéu md
(epithelial rest theory). Nam 1936, Teed va
cs d3 bao cdo vé su xuat hién ton du phan
biéu md trong khoang tai giira qua danh gia
mo hoc xwong thai duong thai nhi. Ton du
biéu mo nay xuat hién ¢ goc phan tu trudc
trén tai gitra cho dén khi thai duoc 33 tuan;
sau d6 biéu mo nay duoc tai hip thu. Nam
1986, Michaels va cs ciing c6 cong bd
tuong tu, ton du biéu md tai cac vi tri hiém
gap khac trong tai gitta. Nam 1998, lan dau
tién moi lién quan gitra t6n du phan biéu
md va CC duogc y van ghi chép lai boi
Karmody va cs [4].

Gia thuyét khac vé ngudn goc cua CC
la thuyét di cu (invasion theory). Gia thuyét
cho ring c6 su léch hudng di chuyén cua té
bao ngoai bi trong giai doan dang phat trién

cua ong tai ngodi; nhiing té bao nay di
chuyén qua eo nhi vao tai giita va tao thanh
l6p chit nén cho sy hinh thanh
cholesteatoma[5].

Ngudn géc cia CC xuong da duoc cho
a lién quan t6i t6i tai Seessel sau hau hong
(Seessel epipharyngeal pouch). Ngudn géc
nay c6 thé 1a do su dich chuyén cua md
biéu bi vao xuong da va téi goc tiéu ndo
cau. Gan day, Bernal-Sprekelsen va cs da
cdng bd bang chung chéng lai gia thuyét
cho rang CC xuat hién 1a do hién tuong thai
nhi hit phai nuéc 6i c6 phan su va phan
biéu md vay bong ra. Hon nira, khac nhau
qua phén tich DNA trong CC va
cholesteatoma mac phai ciing dugc ching
minh va ¢6 xu hudng ung hé gia thuyét ton
du phan biéu mé. Piém dang chi y khac 13,
mot s6 di tat lién quan CC ciing duoc md
ta, gom hoi chiing khe mang - tai - than
(branchio-oto-reanal syndrome), di tat nang
va khe mang | (first branchial cleft
anomalies) va cac di tat nhé chudi xuong
con [4].
3. PHAN LOAI CHOLESTEATOMA
BAM SINH

3.1. Phan loai theo dic diém cau truc
khéi cholesteatoma

Theo dic diém cau trac  khdi
cholesteatoma, CC ¢ thé chia thanh 3 dang:

+ dang dong (closed type), hay con goi
la dang nang (cystic type);

+ dang mo (open type), 16p biéu bi
sung hoa dang vay (flat Kkeratinizing
epithelium);
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+ dang hdn hop (dang ma bao gém ca
dic diém cua dang déng va dang mo) [5].

3.2. Phan loai theo giai doan tién trién
cua CC [2]

CC c¢6 nhiéu phan loai giai doan khéc
nhau duoc st dung, hién nay géom 2 hé
phan loai dwoc chap nhan rong rai, gom co:

a. Phén logi giai doan theo Potsic

Giai doan theo Potsic va nguy co sot
bénh c6 méi tuong quan truc tiép véi nhau,
nguy co ting lén ¢ giai doan cao hon. O
giai doan I, nguy co bénh con sét lai
khoang 5%; & giai doan Il la 24%; giai
doan Il khoang 44%; va giai doan IV,
64%.

Dua theo vi tri khéi cholesteatoma,
dic diém giai doan theo phan loai Potsic
dugc néu ra tai bang 1.

Bang 1. Phan loai giai doan theo Potsic

Giai

doan Pac diem giai doan

Cholesteatoma khu tri tai chi mét géc

! phan tw mang nhi

Cholesteatoma ¢ tai nhiéu goc phan tw
I nhung chwa lan ra chudi xwong con
hodc xwong chiim

Cholesteatoma anh hwéng t&i chudi
xwong con nhwng chwa téi xwong chiim

Cholesteatoma gay ra bénh ly xwong
chim

b. Phan logi giai doan cua Higp hgi Tai
hoc Nhdt Ban (JOS - Japan Otological
Society)

Nam 2017, Hiép hoi Tai hoc Nhat Ban
da gioi thieu mot hé thong phan giai doan
mai cho bénh cholesteatoma, véi muc tiéu

mo ta cu thé hon dua theo ranh gi¢i phan
chia cua tai gitra va xuong chlim va cac vi
tri kho tiép can, bao gdm ca xoang hom nhi
va ngach trén voi.

Ngoai ra, hé phan loai giai doan theo
JOS dya theo vi tri khéi cholesteatoma gom
cac giai doan dugc mo ta trong Bang 2 [2].

Bang 2. Phan loai giai doan theo JOS

Giai < -2 ..
doan Dac diem giai doan
I Cholesteatoma khu trd tai hom nht
Ia Cholesteatoma xuét hién tai ntra truérc
hom nht
b Cholesteatoma xuét hién tai nlra sau
hom nht
Ic Cholesteatoma lién quan té&i cd 2 nira
hom nht
Cholesteatoma anh hwéng t¢i 2 hay
1] AP
nhiéu vi tri khac nhau
m Cholesteatoma c6 bién ching t¢i dwéi
xwong thai dwong
v Cholesteatoma c6 bién chng vao trong
hop so

Muc dich dua ra hé thdng phan loai
giai doan ctia CC nham dé (1) hd tro béc si
lam sang lap ké hoach diéu tri trudc phau
thuat, (2) chi ra tién luong, (3) tao diéu kién
trao ddi théng tin gitra cac béc si 1am sang
khéc va (4) danh gia két qua diéu tri.

4. CHAN POAN

Cac xét nghiém sau day duoc thuc
hién nham kiém tra tinh trang mét thinh
lyc: Thinh lyc d6 duoc thyc hién dé danh
gia mang nhi, tai gitra va thinh giac. Chyp
CT tai x4c dinh ton thuong xuong tai. MRI
xéc dinh liéu khéi cholesteatoma c6 lan qua
nén so.
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4.1. Kham soi tai

K3 thuat kham soi tai c6 hiéu qua nhat
dé kiém tra tinh trang mang nhi [6]. Ong tai
phai sach hoan toan, ching han khéng cé
ray tai, dich ma, mo hat, & kiém tra céc
ving khuat va ngin ngira chan doan sai
cholesteatoma. Toan bd mang nhi, thugng
nhi va géc phan tu sau trén, 1a nhitng khu
vuce thuong duoc coi la nguyén nhén gay ra
ching cholesteatoma mac phai, can duoc
kiém tra can than (pham vi soi kéo dai ra
mép ngoai). Mang nhi thudng xuat hién sy
tich tu cac manh vun vay trong cac tai. Doi
khi md hat co thé xuit hién tir niém mac
gan véi khoi cholesteatoma, mot polyp
dang hat trong dng tai cling c6 thé 1a khoi
cholesteatoma. Can than trong khi loai bo
polyp khoi tai vi cholesteatoma cé thé dinh
vao nhiéu cau trdc quan trong khac nhau
nhu xuong con hodc day than kinh mit.
Muyc tiéu cua viéc kiém tra nay I tim ra bat
ky ton thuong nao co thé la cholesteatoma
hoic tién than cua cholesteatoma la tdi co
kéo. Bac si 1am sang can luu y tén thuong
lién quan dén cholesteatoma va viém tai
ngodi c6 thé biéu hién cic ton thuong
tuong tu trén hinh anh soi tai.

4.2. Chuan doan dwa trén ky thuat hinh
anh

CT: Hinh anh CT d6 phén giai cao
dugc thuc hién trudce khi phau thuat dé xac
dinh mac do nghiém trong cua bénh [7].
Cac ton thuong xuwong tiém an, di tat tai (vi
du, giam san tai gitra, bién thé giai phau
hanh canh, niit day than kinh mit va cac bat
thuong khac, xwong chiim dac nga, xoang

sigmoid ra trude va cac doan triing thap),
va cac bién chiing khac, chang han nhu nit
trin va ro mé dao. Chup CT la cach uu tién
dé xac dinh muc lién quan dén xuong cua
CC. Tuy nhién, k¥ thuat nay cling c6 han
ché nhat dinh khi danh gia sy thay doi coa
m6 mém, chang han nhu nhitng thay doi do
mé dao mang hoic lién quan dén noi so.
Ngoai ra, tinh trang duc va mo thuong thiy
trén phim CT sau phau thuat u mang nhi c6
thé 1am giam d6 chinh xac cua viéc danh
gia tai phat sau phau thuat hoac bénh con
sot lai.

MRI: Do céc chudi xung khac nhau
dugc sir dung trong MRI nham cai thién
kha nang phan bi¢t mo [8]. Cholesteatoma
thuong biéu hién cung/giam tin hiéu cuong
do trén T1W va tang cudng do tin hiéu trén
T2WI MR khi so sanh véi mé ndo. Trén
T2WI, huyét thanh hodc dich protein c6
mau cling nhu m6 hat hoac mé seo ¢ tai da
trai qua phau thuat cho thdy cuong do tin
hiéu tang cao. Khi so sanh v4i mé hat xung
quanh, khéi cholesteatoma d6i khi cho thay
cudng do tin hiéu thip hon trén T2W hoac
nhiéu ting cuong trong hinh anh nhanh su
dung thu nhan trang thai o6n dinh
(FIESTA); tuy nhién, ching ciing c6 thé
khéng bi phat hién trén cac trinh tu nay. Co
thé phan biét duoc trén T1WI ¢6 tiém thudc
tuong phan, vi cholesteatoma khong biéu
hién tang d6 twong phan nhung cac mo hat
thi c¢6. Tuy nhién, trinh ty MRI tiéu chuan
c6 thé khong phat hién dugc cholesteatoma
& xuong thai duong vira trai qua phau
thuat.
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4.3. Céc xét nghiém khac

Do nhi lugng va do thinh lyc la cac
phuong phap chan doan phu tro c6 thé
duoc st dung dé danh gia CC. Khiém thinh
dan truyén phat hién thong qua do thinh
lyc. Viém mé dao c6 thé lién quan dén triéu
chiang giam thinh lyc hdn hop véi yéu t6
than kinh cam giac. Mat thinh luc than kinh
cam giac cd thé duogc loai trir bing nghiém
phép Rinne, trong khi mat thinh luc dan
truyén cd thé dugc phat hién bang nghiém
phap Weber. Thinh giac c6 thé binh thuong
néu CC chua anh huong téi chudi xuong
con. Cholesteatoma c6 thé truyén am thanh
va lap day khoang tréng xuwong con, khién
thinh giac duong nhu khong bi danh hudng
hoac chi giam nhe ngay ca khi cac xuong
con bi ton thuong. Hién tuong bat thuong
nay duoc goi 1a cholesteatoma tham ling,
cholesteatoma dan truyén hoac thinh gia
cholesteatoma (cholesteatoma hearer).

Po nhi luong c6 thé phat hién mang
nhi bi thung, tuy nhién tinh trang nay o tré
em it phd bién hon so véi nguoi 16n va thir
nghiém do nay lam giam d¢ gidn nd ¢ bén
tai bénh. Tuwong ty nhu do thinh lyc, do nhi
luong c6 thé khong phai luc nao ciing phan
anh chinh xac tinh trang cua tai gitra.

5. PIEU TRI

Hién nay c6 nhiéu k¥ thuat nhung déu
nham muc dich: Loai bo bénh tich, ngin
chan tai phat, tao ra mot tai khd, bao ton
c4u triic dé phuc hoi chirc niang nghe [9].

Déi véi bénh nhan bj tén thuong trung
nhi truée don doc, phan 16n dugc diéu tri
thong qua phuong phéap phau thuat tao hinh

mang nhi tiéu chuan. C4c ton thuong trung
nhi sau lién quan dén xuong con, thudng
can phai phau thuat cit bo xwong chiim dé
quan sat chu vi khdi cholesteatoma. Hau
hét cac bac si phau thuat déu ung ho phiu
thuat cat bé xwong chiim nguyén ven vi ky
thuat nay cho phép tai tao thinh giac tét
hon va c6 thé can thiét phau thuat khoét
chiim ha tudng 6ng tai.

Tuy nhién, phau thuat khoét chiim ha
twong 6ng tai duoc thuc hién néu bénh
nhan c6 biéu hién sau:

+ Khiém khuyét ong thinh giac bén
ngoai khong thé téi tao

+ RO mé dao
+ Strc khoe kém
+ Tuan thu diéu tri kém.

Phau thuat tai tao tai gita dugc sur
dung trong truong hop xuong con bi mon
hodc phau thuat loai bo dé loai tr hoan
toan ton thuwong. Lép chat nén
cholesteatoma thuong duoc tim thay gan
day than kinh mat, nhung hiém khi can
dich chuyén day than kinh mat dé loai bo
hoan toan 16p nay. Phuong phap tiép can
hé so giita c6 thé 1a can thiét ddi véi cac
ton thuong quanh goc.

Van con ton tai mot sd tranh cadi vé
viéc liéu co nén co phuong phép phau thuat
2 giai doan (a planned second look) trong
diéu tri CC hay khong. CC khong lién quan
dén xuong con c6 ty 1& bénh con st lai cuc
ky thap va do d6 phuong phap phau thuat
mot giai doan thuong la thich hop. Tuy
nhién, néu cé bat ky lo ngai nao vé bénh
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con s6t lai, chic chin can phai c6 mot phiu
thuat giai doan 2. Pbi véi cac ton thuong
lan rong hon, cac chi dinh cho phau thuat
giai doan 2 it rd rang hon va phai can nhéc
4p dung cho ting bénh nhan cu thé. Tai
phat sau phau thuat khoét chiim ha tuong
6ng tai xay ra véi ti 1& khong nho. Do do,
viéc tai kham dinh ky 1a can thiét. Theo déi
lau dai 1a quan trong d6i véi tit ca bénh
nhan [10].

6. KET LUAN

Ty I¢ mic CC duong nhu dang gia
ting. Chan doan sém lam giam muc do
bénh, han ché can thiép phdu thuat sau
cling nhu giam nguy co bién chiang. Nén
nghi ngd cholesteatoma néu quan sat thiy
khdi tring ¢ phia trong mang nhi. Pay co
thé chi 1a mét triéu ching nho trong tong sb
cac triéu chang va nén xem xét ky thuat
chan doan hinh anh bd sung nhu CT.
Cholesteatoma van 1a mét bénh can diéu tri
bang phau thuat. Cac k¥ thuat kin da dugc
khuyén céo 1a lya chon phau thuat hang dau
& tré em; tuy nhién, mdi truong hop can
dugc danh gia riéng biét va ky thuat phu
hop can dugc didu chinh cho ting bénh
nhan. Néu thuc hién mot ky thuat kin, can
can nhic thuc hién phiu thuat 2 giai doan
vi ty 18 tai phat trong ky thuat ha tuong 6ng
tai. Kha ning tai phat co thé duoc du doan
bang hé thong phan loai giai doan theo
Postic. Két qua thinh luc s& phu thuoc vao
tinh trang cia cac xuong con trong qua
trinh phau thuat va tinh trang cua khoang
tai gitta. Sy hién dién hay ving mat cua
thanh dng tai dudng nhu c6 tac dong Ién
dén két qua thinh giac sau phau thuat. Bat

ké ky thuat nao duoc sir dung dé loai bo
khéi cholesteatoma, bénh nhan can duoc
theo ddi 1au dai dé theo ddi tai xem c6 tai
phat hay khong.
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