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TOM TAT

Muc tiéu: M6 ta dac diém rang miéng trén bénh nhan
MPS qua kham lam sang két hop can lam sang.

Doi tu’qng’vé phwong phap nghién ctru: 32 bérJh
nhan dwoc Qhén doan xac dinh MPS tai khoa Chuyén
hoa — Di truyen, bénh vién Nhi TW, BN dwgc dwgc kham
ldam sang, khai thac tién st vé sinh rang miéng, cham soc
nha khoa va dwgc chup phim CT Conebeam hoac phim
panorama.

Két qua: d&c diém cla nhém bénh nhan MPS |, 11, VI
bao gém: lwdi to (82,6%), mat 16i (78,2%), thiéu rang trén
l&dm sang (34,8%), tang san lgi (34,8%), rang thua (34,8%),
rang taurodontism (85,7 % , twong (rng 6/7 bénh nhan chup
phim XQ), réng ngdm, nang than rang (57,1% - 4/7 bénh
nhan) va bao mam rang I&n (100% - 7/7 bénh nhan). Dac
diém nhom bénh nhan MPS IVA bao gdm: mat 16i (33,3%),
rang nhé nhon (66,7%), can chéo (44.4%), sinh men bét
toan (33,3%), rang taurodontism (25% - twong trng ¥4 bénh
nhan chup XQ).

Két luan: MPS 1a nhém bénh hiém tuy nhién cé cac
kiéu hinh rang miéng dac biét can dwoc dw phong, quan
tam va cham soc tir khi con nhé dé tranh céc bién chirng
réng miéng nghiém trong sau nay. Bdng thoi, can thém
nhiéu nghién ctru, cac phwong tién hd tre chan doan, theo
ddi va didu tri hiéu qua cac bénh Iy rdng miéng, cac bién
chirng rang miéng trén nhém bénh nhan nay.

Ttr khéa: Mucopolysaccharidosis, Dac diém rang
miéng, Bénh du tri thé tiéu bao, R&ng Taurodontism, Bao
mam rang 16n, Nha khoa tré em.

SUMMARY

STUDY OF DENTAL AND ORAL CHARACTERISTICS
IN PATIENTS WITH MUCOPOLYSACCHARIDOSES

Objective: To describe oral characteristics in patients
with MPS through clinical examination combined with
imaging.

Subjects and Methods: Thirty-two patients with
confirmed MPS diagnosis at the Department of Metabolism
— Genetics, National Children’s Hospital, were clinically
examined, with history of oral hygiene and dental care
recorded, and underwent Conebeam CT or panoramic
radiographs.
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Results: Characteristics in patients with MPS types
I, 1, VI included: macroglossia (82.6%), facial convexity
(78.2%), hypodontia (34.8%), gingival hyperplasia (34.8%),
diastema (34.8%), taurodontism (85.7% — 6/7 patients with
radiographs), impacted teeth and dental follicular cysts
(567.1% — 4/7 patients), and hyperplastic dental follicles
(100% — 7/7 patients). In patients with MPS type IVA,
features included: facial convexity (33.3%), microdontia
(66.7%), crossbite (44.4%), amelogenesis imperfecta
(33.3%), and taurodontism (25% — 1/4 patients with
radiographs).

Conclusion: MPS is a rare group of disorders but
presents with distinctive oral phenotypes that require
early prevention, attention, and care to avoid severe
dental complications later. Further studies and supportive
diagnostic, monitoring, and treatment tools are needed to
effectively manage oral diseases and complications in this
patient population.

Keywords: Mucopolysaccharidosis, Oral
manifestations, Lysosomal storage disorders,
Taurodontism, Hyperplastic dental follicles, Pediatric
dentistry.

I. DAT VAN BE

Mucopolysaccharidoses (MPS) la moét nhém
cac bénh hiém thudc nhom bénh dy trir thé tiéu
bao (lysosomal storage disorders - LSD), do thiéu
hut hoat d6 cac enzyme can thiét dé giang hoa
glycosaminoglycans (GAGs) la cac chudi dai
polysaccharides bao gébm cac phan ti disaccharides.
Tich tu GAGs gay ra céac tbn thuwong cac co quan
khac nhau nhu: nao, tim, phéi, cac day chang, sun,
xwong, da, mat, tai va rang ham mat. Di véi ring
ham mat, bénh nhan MPS c¢6 cac biéu hién nhuw:
rang nhd, thwa, phi dai lgi, cham thay rang, thiéu
mam rang, nang rang, rdng ngam, chan rang ngan,
réi loan vé khép can... Nhirng réi loan nay gay anh
hwéng dén chirc ndng &n nhai ciing nhw thdm mi
clia bénh nhan MPS, gay giam chét lwong cudc sbng
clia bénh nhan. [1] [2]

O Viét Nam, nhitng bénh nhan méc MPS duoc
chan doan, diéu tri va quan ly & cac bénh vién chuyén
khoa Nhi & Ha N6i va thanh phé H6 Chi Minh. B3 co
mot sb nghién clru vé cac dac diém lam sang, hoa
sinh, di truyén phan t& va bao céo ca bénh vé két qua
diéu tri enzyme thay thé cho cac bénh nhan Viét Nam
mac MPS. Trén thé gi&i cling c6 kha nhiéu cong trinh
nghién clu vé dac diém rang ham mat cla cac thé
bénh MPS khac nhau, nhung vi day la nhirng bénh
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hiém nén c& mau con nhd. Hon niva, chwa cé nghién
clru ndo vé dic diém ciing nhw tdn thwong rang ham
mat & bénh nhan MPS tai Viét Nam. Vi vay, dé gop
phan c6 thém div lieu vé dac diém biéu hién bénh
& cac co quan khac nhau, cu thé 1a bidu hién rang
ham mat cta bénh nhan MPS Viét Nam, va dé cé co
s& dir liéu cho viéc cham soéc va diéu tri tbng quat
strc khde toan than cling nhw strc khée rang miéng,
chung t6i tién hanh nghién ctru véi muc tiéu “M6 ta
dac diém rang miéng trén bénh nhan MPS qua kham
lam sang két hop can lam sang’.

Il. DOl TWONG VA PHUONG PHAP NGHIEN CUU
Déi twong nghién ciru
32 bénh nhan dwoc chan doan xac dinh MPS tai

lll. KET QUA NGHIEN CUrU VA BAN LUAN
Dic diém rdng miéng trén bénh nhan MPS

Trung tam noi tiét — Chuyén héa — Di truyén va Liéu
phap phan i, bénh vién Nhi TW dén kham dinh ki tir
3/2019 — 30/6/2019.

Phwong phap nghién ctru

M6 t& cat ngang, c& mau tién ich.

Bénh nhan dwoc kham lam sang, khai thac tién
st vé sinh rang miéng, cham séc nha khoa va dwoc
chup phim CT Conebeam hoac phim panorama tai
Trung tdm dich vu nha si bdng hé théng may chup
Morita Veraviewepocs R100 va doc bang phan
mém i-Dixell One Volume Viewer déi v&i phim CT
Conebeam.

Xt ly s6 lieu theo phwong phap toan théng ké y
hoc, st dung phan mém SPSS 20.0.

Bang 1. Pac diém rang miéng qua kham lam sang theo tirng tuyp MPS

2 Han ché |[Khépcan| .. Riang Rang Thiéu Tang san
Réi loan Mat loi Lw&i to hé.miéng hé cira Can chéo thwa nho, rang rang t‘ren loi
Tuyp ; nhon lam sang ;
n % n % n % n % n % n % n % n % n %
'(\:'f:s | 4 [100] 4 100] 0o |2]2]2 0 2|s|0|0o]o|o0|3]|7s
(?281 (Isl) 12 | 75 | 13 [813| 1 |63 | 4 4 4 163 5 |313| 0 0 2 |12,5| 3 |18,8
I\(/InP;Q;?\’/)I 2 |66,7| 2 |66,7| O 0 0 0 0 [333| 1 [333]| 0 0 1 25 | 2 |66,7
IV(IESz g/)A 3 [333| 2 (222]| O 0 1 2 2 |4441 1 |111| 6 |66,7| 3 |333| O 0
Téng 21 |656| 21 |656| 1 [31| 7 8 8 |[188| 9 |281| 5 |[156| 6 [188| 8 | 25

Trong nghién clru clia chung t6i, lwdi to va mat
16i xuét hién & 65,6% bénh nhan MPS trong nhém
nghién ctru (Bang 1). Pay ciing la mét trong nhirng
d&c diém chung nhat ctia ca nhém, va ciing 1a triéu
chirng 1am sang c¢é gia tri goi y chan doan ban dau
ddi véi MPS. Ti Ié nay cling twong (rng v&i nghién
ctru cla Dilsah Cogulu va cong sy & 35 bénh nhan
MPS c6 71% bénh nhan Iwdi to [2]. Tuy nhién, dac
diém |wdi to, bd mat thd (mat 16i) gap & cac tuyp
MPS |, Il va VI; con MPS IVA biéu hién Iw&i to chi
gép & 2/9 bénh nhan, bdé mét tho (16i) gap & 3/9 bénh
nhan. Khuén mat ctia cac bénh nhan MPS IVA d6i
khi khé nhan biét va thwong khé dwoc phat hién &
cac thé MPS IVA nhe. Cac tuyp con lai MPS I, 1l va VI
bénh nhan c6 gwong mat rét dién hinh gilp cac bac
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sT tham kham ban dau dinh huwéng chan doan bénh
cho bénh nhan.

Qua nghién ciru 23 bénh nhan méc MPS |, Il
va VI chang téi nhan thdy ngoai cac dau hiéu dién
hinh nhw Iwdi to (19/23 bénh nhan = 82,6%), mat
16i (18/23 bénh nhan = 78,2%) thi nhém bénh nhan
MPS 1, II, VI ¢6 cac dac diém dic trweng nhw thiéu
rang trén 1dm sang (8/23 bénh nhan = 34,8%), tang
san lgi (8/23 bénh nhan = 34,8%), rang thwa (8/23
bénh nhan = 34,8%). Cac nghién ctru trén thé gidi
cling cé ghi nhan cac trwdng hop tang san loi &
MPS |, Il va MPS VI, nhwng khéng thay bao céo cac
trwong hop tang san lgi &@ MPS IVA.

Bén canh d6 dac diém ndi bat nhat cia nhom
bénh nhan MPS IVA bao gém: mét 16i (3/9 bénh nhan
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= 33,3%), rang nhé nhon (6/9 bénh nhan = 66,7%),
cén chéo (4/9 bénh nhan = 44.4%), sinh men bét
toan (3/9 bénh nhan = 33,3%). 6/9 bénh nhan MPS
IVA c6 biéu hién r&ng nhd nhon déu & bo rang sia.
Ngoai biéu hién rang nanh sira nhon (chwa c6 bénh
nhan nao moc rang nanh vinh vién), nghién ctru con
nhan thay cac mui rang cla cac rdng ham siva, rang
ham sira thtr nhat va the hai rat nhon va sac. O mot
s& bénh nhan, trén phim CT Conebeam cac mam
ré&ng 6 vinh vién ham dwdi cac mui réng ciing nhon
(Hinh 01 va 02). Biéu hién nay ciing dwoc ghi nhan

& cac nghién cliru da cong bd trén y van thé gisi [2].

03 bénh nhan MPS IVA biéu hién sinh men bét
toan (3/9 bénh nhan = 33,3%) la men rang mau xam
duc biéu hién trén tat ca nhirng réng vinh vién hoac
rang stra da moc. Ti Ié trong nghién clru cla ching
t6i thap hon trong nghién clru clia Quirino va cong
sy (2018); cac tac gia ghi nhan 9/9 bénh nhan MPS
IV déu cé biéu hién sinh men bét toan [4]

Céc dac diém réng miéng ctia bénh nhan MPS
trén phim Xquang dwgc trinh bay tai bang 2

Bang 2. Mét s6 déc diém rdng miéng 11 bénh nhdn MPS d4& chup phim CT Conebeam va Panorama

Dic diém Tuyp 2. ‘o . Rang Rang rﬁg; Nang than
i X MPS Tuoi Gidi Loai XQ taun:o- ngim ring ring
Bénh nhéan dontism 1&n

Bénh nhan 1 MPS | 3,75 Nam Panorama - - + -
Bénh nhan 2 MPS | 6,8 Nam CTCB + - + -
Bénh nhan 3 MPS | 10,25 NG CTCB + + + +
Bénh nhan 4 MPS | 12,5 N CTCB + + + +
Bénh nhan 5 MPS Il 8,1 Nam CTCB + - + -
Bénh nhan 6 MPS IVA 4,4 N CTCB - - - -
Bénh nhan 7 MPS IVA 54 Nam CTCB - - - -
Bénh nhan 8 MPS IVA 6,25 NG CTCB - - - -
Bénh nhan 9 MPS IVA 8,10 NG CTCB + - - -
Bénh nhan 10 MPS VI 7,3 Nam CTCB + + + +
Bénh nhan 11 MPS VI 9,0 NG CTCB + + + +

Téng 7M1 4/11 7M1 4/11

Trong tébng sb 32 bénh nhan MPS tham gia
nghién ctru, chung toéi chi chup dwgc phim Xquang
cho 11 bénh nhan, trong d6 chi duy nhét 1 bénh nhan
MPS 1l thé nhe hop tac chup phim. Do do tudi cla
bénh nhan nhd, rat khd hop tac kham va hop tac
chup phim Xquang, chwa k& dén tinh trang thiéu
nang tri tué & cac bénh nhan MPS II. Mat khac, tai
Viét Nam, chwa cé cac co sé hd tro' chup phim cho
ngudi khuyét tat ca vé co thé 1an tam than; dac diém
clia cac hé théng chup Xquang réng ham mat bénh
nhan van can ding hoac ngdi trong 1 tw thé cb dinh
khoéng thai gian tr 1 phut 30 gidy dén 2 phat 30
giay. Mot sb thé MPS bénh nhan khéng thiéu nang,
bénh nhan hop tac kham va chup Xquang nhung do
dé&c diém bénh MPS &nh huwéng dén van dong: bénh

nhan khéng thé tw di chuyén; tw ngdi virng hay git
dwoc phan dau mat cb cd dinh; mot sd bénh nhan
khéng thé ngdi dwoc ma chi cé thé nam.

Trong 11 bénh nhén chup dwgc Xquang thi co
7/11 bénh nhan c6 bat thwéng réng taurodontism &
rang ham gay khé khan trong qua trinh diéu tri tay
khi rang bi bénh ly tiy, cubng (Hinh 3 va 4). Rang
taurodontism la moét khiém khuyét hinh thanh gay ra
béi rbi loan di truyén trong qua trinh hinh thanh rang,
do biéu md bao Hertwig chan réng xam lan theo
chiéu ngang & cac mirc dd khac nhau. Ti |é rang
taurodontism dwoc bao cdo ndm trong khoang tur
0,57% dén 4,37%, ti 1& nay thap hon rat nhiéu so voi
ti1é 7/11 bénh nhan MPS c6 bat thuwéng taurodontism
trong nghién ctru clia ching toi.
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Hinh 1. Bénh nhéan 6. Hoang T.C (4 tudi 5 thang)

(1 = Binh nim rang vinh vién nhon; 2 — Dinh mdi,
num rang nhé nhon)

Hinh 2. Bénh nhén 7. Dau T.D (5 tudi 5 thang)

(1 — Khép can nguwoc; 2 — Mui rang siva nhd,
nhon; 3 — MUi rng vinh vién nhd, nhon; 4 - Ong tay
chan to, mé& réng)
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Hinh 3. Bénh nhén 9. Ngoc K.L (8 tudi 1 théng)

(1 = Rang nhon hinh chém; 2 — MUi phu rang clra
bén; 3 - Rang nhd, nhon; 4 — Rang taurodontism)
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Hinh 4. Bénh nhan 11. Dang Thi M.L (9 tudi)

(1 - Sinh men bat toan; 2 — tang san loi; 3 —
Taurodontism; 4 — Bao mam rang I&n; 5 — Nang than
rang

4/11 bénh nhan cé rang ngadm, cac bénh nhan
déu la MPS | va MPS VI. B&c biét 2 bénh nhan MPS
| c6 sb lwong réng ngdm nhiéu ca ham trén va ham
dwéi chi yéu 1a cac rang ham I&6n gay anh huéng
dén chire nang an nhai cda bénh nhan. 7/11 bénh
nhan cé bao mam réng I&n gay nguy co nang quanh
than rang gap & cac bénh nhan MPS |, MPS Il va
MPS VI (Hinh 4). 4/11 bénh nhan c6 nang quanh
than rang gap & bénh nhan MPS | va MPS VI

Nang than réng va céc tén thwong gidng nang
réng, bao mam rang Ién trén phim Xquang dwoc
coi la mét trong nhirng d4u hiéu dé& chan doan bénh
nhan MPS. C4c nghién clru trén thé gidi ciing chira
sb lwong dang ké cac rédng chua moc c6 bao mam
réng Ién nguy co' gay nang than rang hay sw xuét
hién nang than rang thwc sw [6], [7]

Mé&c du cac nghién clru trén thé gidi cling nhw
nghién clru clia chung téi van gi¢i han & sé lwong
bénh nhan it nhwng diéu nay ciing cho thay ching ta
rat can lwu y dén ton thwong nay nham dy phong,
phat hién va diéu tri sém cho bénh nhan trwéc khi
gay ra cac bién chirng nang né nhét 14 trong trwdng
hop ndng can gay mé diéu tri phAu thuat cét bd/ boc
tach nang kéo dai do cac kho khan va nguy co cé
thé xay ra trong qua trinh gdy mé trén bénh nhan
MPS [8].
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IV. KET LUAN

Nghién ctru trén 32 bénh nhan MPS chung toi
nhan thdy dac diém chung cia nhém bénh nhan
MPS |, I, VI bao gbm céac dau hiéu dac trwng sau:
lwdi to (82,6%), mat 16i (78,2%), thiéu réng trén
lam sang (34,8%), tang san lgi (34,8%), rang thwa
(34,8%), rang taurodontism (85,7 %, twong wng 6/7
bénh nhan chup phim XQ), rang ngdm, nang than
rang (57,1%, twong (ng 4/7 bénh nhan) va bao mam
rang Ién (100% - 7/7 bénh nhan). B&c diém chung
nhém bénh nhan MPS IVA bao gém: mat 16i (33,3%),
réng nhd nhon (66,7%), can chéo (44.4%), sinh men
béat toan (33,3%), réng taurodontism (25% - twong
trng ¥4 bénh nhan chup XQ).

Dua trén cac dau hiéu Iam sang vung rang ham
mat trén, gép phan cling cb thém cac dac diém bénh
hoc clia bénh MPS, gilp bac si thém co sé& di liéu
dé dinh hwdng chan doan, diéu tri bénh. Béng thoi
cung cap thém di liéu giup cac bac si theo dbi sat
bénh nhéan, dy phong cac bién chirng vung rang
ham mat c6 thé xay ra gy anh huéng dén strc khée
va chét lwong cudc sbéng cla bénh nhan MPS.
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TOM TAT
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cla cac san phu sau phau thuat 1y thai duéi gay té tuy
sbng duoc cho &n s&m hay mudn.
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thirc an chao thit Idng mém, chia [am hai nhdm: Nhom an
mudn (nhém M): Cho an theo thwdng quy cia bénh vién
(thweng sau md 8 gid); Nhém &n sém (nhém S): Cho an
sau 4 gi& phau thuat. Cac bién sé vé két qua l1am sang (thoi
gian xuét hién nhu déng ruét tré lai, thdi gian trung tién, sw
hai long ctia SP), cac két qua xét nghiém (dwdng huyét va
dién giai trwde, sau md) dwoc ghi lai.

Két qua: O nhém S, thdi gian ¢ nhu dong rudt tré lai
trung binh la 7,60 + 2,98 gi®, trong khi & nhom M la 16,84
+ 1,95 gi&r, sw khac biét cé y nghia théng ké (p < 0,001).
Twong tw, thoi gian trung dai tién dau tién & nhdm S (9,22
+ 3,62 gi®’) ngén hon dang ké so véi nhém M (18,05 + 2,96
gi®) v&i p < 0,001. Khdng ghi nhan sy khac biét c6 y nghia
vé néng do dwdng mau va dién giai gitra hai nhém tai cac
thoi diém trwdc md va sau &n 2 gio (p > 0,05). Mirc do hai
Iong clia SP khong khac biét ¢6 y nghia gitra hai nhém S
va M (p > 0,05).
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