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PAC PIEM BENH LY THAN KINH CO’ TAI
KHOA PIEU TRI TiCH CI’C NOI KHOA, BENH VIEN NHI TRUNG UONG

DPdu Viét Hung!, Tran Minh Dién'2, Nguyén Thi Twoi?*
Tém tat
Muc tiéu: M6 ta co cdu bénh ly thin kinh co (neuromuscular diseases - NMD), dic
diém 1am sang, cin 1am sang, tinh trang suy h6é hidp & bénh nhi. Phwong phdp
nghién ctru: Nghién ctru hoi ctru va mo ta trén 63 bénh nhi mac NMD tai Khoa Diéu
tri Tich cwc N6i khoa, Bénh vién Nhi Trung wong twr thang 01/2023 - 7/2025. Thu
thép cac dir liéu vé chin doan, 1am sang, phén loai suy ho hip dwa trén Pa0,/PaCO,,
cin 1am sang, PRISM III va cac liéu phép diéu tri. Két quad: Trong 63 bénh nhi, 74,6%
dwgc chan dodn NMD trwdc dd, nguyén nhén di truyén chiém 63,8%, trong do6, pho
bién nhit la nhém thodi héa co tiy (spinal muscular atrophy - SMA) (56,7%) va
nhwgc co badm sinh (33,3%). Vé 1dm sang, 46% bénh nhi c6 biéu hién réi loan tri giac,
yéu co hd hip (47,6%), réi loan nuét (49,2%), yéu chi dudi (92,1%) va chi trén
(84,1%), gidm trwong lwc co chiém 81%. Suy ho hip type 2 chiém ty 1é cao nhit
(31,7%), trong khi type 1 chi gidp 3,2%. Viém phoi trén hinh dnh X-quang chiém
85,7%, men CK tang chiém 50% va siéu am tim bat thwong chiém 58,3%. PRISM 111
trung vi la 3 (IQR: 3 - 7), 57,1% c6 nguy co t&r vong rat thap. 31,8% bénh nhi dwoc
diéu tri dic hiéu. Két ludn: Tré mac NMD nhap hoi strc thwdng cé rdi loan tri giac,
cht yéu suy hé hap type 2 va ton thwong phéi di kém. Nguyén nhén di truyén chiém
wu thé, trong d6 SMA 1a cin nguyén ndi bét.

Tw khéa: Bénh ly than kinh co; Suy hé hap; Yéu co; Tré em; Diéu tri tich cuec.
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Objectives: To describe the spectrum, clinical and laboratory characteristics,
respiratory status, and treatment of neuromuscular diseases (NMD) in patients.
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Methods: A retrospective descriptive study was conducted on 63 pediatric patients
diagnosed with NMD at the Pediatric Intensive Care Unit, Vietnam National
Children's Hospital, from January 2023 to July 2025. Data regarding diagnostic
categories, clinical manifestations, classification of respiratory failure based on
Pa0,/PaCO,, laboratory and imaging findings, PRISM IIl scores, and specific therapy
were collected and analyzed. Results: Among 63 patients, 74.6% had been
previously diagnosed as NMD; genetic etiologies accounted for 63.8%, with spinal
muscular atrophy being predominant (56.7%), followed by congenital myasthenic
syndromes (33.3%). Clinically, 46% of the cases presented with altered mental
status. Muscle weakness was common, including respiratory muscle weakness
(47.6%), bulbar dysfunction affecting swallowing (49.2%), lower limb weakness
(92.1%), and upper limb weakness (84.1%). Hypotonia was documented in 81%.
Type 2 respiratory failure occurred more frequently (31.7%) than type 1 (3.2%).
Chest X-ray findings revealed pneumonia (85.7%), elevated CK levels (50%), and
cardiac abnormalities on echocardiography (58.3%). The median PRISM III score
was 3 (IQR: 3 - 7), and 57.1% of patients were classified as having a very low risk of
mortality. A total of 31.8% received specific therapy. Conclusion: Children with
NMD admitted to the Intensive Care Unit commonly present with impaired
consciousness, low predicted mortality risk, and a predominance of type 2
respiratory failure. Most patients exhibit pulmonary abnormalities. The underlying
causes are largely genetic, with SMA being the most prominent etiology.

Keyword: Neuromuscular diseases; Respiratory failure; Muscle weakness;
Children; Intensive care unit.

PAT VAN PE

Bénh ly than kinh co bao gom nhéom

nudt va giam théng khi phé€ nang dan
t&i suy ho hap cip hodc man, chiém téi
40 - 90% nguyén nhan ti vong [3]. Cac
nghién cru qudc té ghi nhan ty lé rat cao
bénh nhan NMD can hé trg ho hip (71 -
95%) [4, 5]. Piéu nay cho thay viéc danh

bénh da dang, anh hwdng dén toan bd
don vi van dong, tir neuron van dong
strng tredre tiy song, day than kinh ngoai
bién, khé&p noi than kinh - co dén soi co.

Mic du dwgc xép vao nhom bénh hiém,
NMD c6 tidc dong dang ké trong thuc
hanh nhi khoa [1, 2].

Trong tién trién cia bénh, bién chirng
suy ho hap hay gap va la nguyén nhan
hang dau gy nhip vién cling nhuw tir vong
& tré mac NMD. Yéu co ho hép, rdi loan
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gia dung mirc do suy hd hip déng vai tro
lwa chon phwong thitc hd tro hoé hip
phu hop.

Tai Viét Nam, mac du viéc rng dung
cac ky thuat chin doan nhw xét nghiém
di truyén, dién co va cAc phwong phap hd
tro hé hdp ngay cang phat trién, dir liéu
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trong nwéc vé dic diém 1am sang, mirc
dd suy ho hip va liéu phap diéu tri &
bénh nhi mac NMD trong hdi strc van con
han ché. Bén canh dé, kha nang tiép cin
cac liéu phap diéu tri dac hiéu con nhiéu
kho6 khan. Vi vay, nghién clru mé hinh
bénh 1y, dic diém 1am sang, cdn lam sang,
liéu phép diéu tri ctia bénh nhi mac NMD
suy ho hdp nham: Hoan thién phdc do hd
tro' hd hdp, dinh hwdong chién lworc diéu tri
ddc hiéu va cdi thién tién lwong cho nhom
bénh nhan ddc thu nay.

PpOI TUONG VA PHUONG PHAP
NGHIEN CU'U

1. Pdi twong nghién ciru

GOm 63 bénh nhi tir 28 ngay tudi dén
< 16 tudi, dwoc chidn doan maic bénh
NMD va c6 chi dinh hd tro hd hip tai
Khoa Diéu tri tich cwc Noi khoa, Bénh
vién Nhi Trung wong tir thang 01/2023 -
7/2025.

* Tiéu chudn Iwa chon: Chan doan
NMD dya trén lam sang, can lam sang
(dién co, men co, xét nghiém di truyén,
sinh thiét co...). Cic nhém bénh bao gom:
SMA, nhuoc co, viem da ré day than kinh
mit myelin cip (Guillain-Barré), viém da
ré va day than kinh m4t myelin man tinh
(CIDP), loan dwdong co Duchenne, roi
loan dy triv glycogen type II (Pompe),
viém da/viém da co [1].

* Tiéu chudn loai trie: Cac bénh ly gy
suy ho hip khong kém bénh ly than kinh
co. H6 so bénh an thiéu thong tin. Gia dinh
tir chéi cung cip thong tin trong giai doan
tién ctru.

2. Phwong phap nghién ciru

* Thiét ké nghién ctru: Nghién ciru hoi
clru, mo ta.

* Cdc chi s6 nghién cteu:

bic diém 1am sang: Tri giac, dau hiéu
gang strc, co luc, trrong lwce co, PRISM 111
trong 24 gio dau, cic bénh ly ndng
phéi hop.

Can lam sang: Khi mau dong mach,
céng thirc mau, CK, X-quang tim phdi,
dién co; xét nghiém di truyén, MRI so
ndo va tuy song, dich ndo tdy.

* Xir Iy s6 lidu: Nghién cru dwoc nhap
va phan tich bang phin mém SPSS 27.0.

3. Pao dirc nghién ciru

Nghién ctru dwoc Hoi dong Pao dirc
trong nghién ctru y sinh hoc, Bénh vién
Nhi Trung wong chip thuidn theo
Quyét dinh s6 423/BVNTW-HPDD ngay
17/10/2024. S6 liéu nghién ctru dwoc
Bénh vién Nhi Trung wong cho phép
st dung va céng b6é. Nhém tac gid cam
két khong c6 xung dot lgi ich trong
nghién ctru.

KET QUA NGHIEN CGrU

Trong thoi gian nghién ctru, c6 63
trweong hop da tiéu chuin nghién ctru.
Nhém bénh ly neuron van dong swng
trude tdy séng chiém ty 1é cao nhit, tiép
theo la nhom bénh ly soi co (31,8%).
Bénh ly khép néi than kinh co chiém
15,9%. Bénh ly ré va day than kinh ngoai
bién chiém 12,7%.
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Bang 1. M6 hinh bénh ly than kinh co (n = 63).

Chan doan S6 lworng (n) Ty 1€ (%)

M&i dwge chan doan NMD dot nay 16 25,4
Tién st dwoc chin doan NMD 47 74,6

SMA 17 56,7
Di truyén Nhwoc co bam sinh 10 33,3

Loan duwdng co Duchenne 3 10
Chuyén héa Pompe 9 19,1
Mc phii Guillain-Barré 2 66,7

CIDP 1 33,3
Yéu co - chwa ré nguyén nhan 5 10,6

Trong 63 doi twong nghién ctiru, c6 47 bénh nhi (74,6%) co tién sk bénh dwoc
chdn dodn NMD. Trong d6, bénh ly NMD do can nguyén di truyén chiém ty 1é cao
nhit (63,8%), bao gobm thodi hoa co tuy (56,7%), nhwgc co bam sinh (33,3%) va
loan dwéng co Duchenne (10%); yéu co - chwa ré nguyén nhéan chiém 10,6%.

Bang 2. Dic diém 1am sang clia bénh nhan mac bénh than kinh co.

Pac diém 1am sang n (%)
Tinh 34 (54,0)
Tri giac Kich thich 14 (22,2)
Lo mo - hon mé 15 (23,8)
Yéu co hd hip 30 (47,6)
R6i loan nuét 31 (49,2)
Yéu co Yé&u 2 chi duéi 58 (92,1)
Yéu 2 chi trén 53 (84,1)
Yé&u co mi mat 17 (27,0)
Truwong luc co Giam trwong luc 51 (81,0)
Teo co 5(7,9)
D4u hiéu man tinh Bién dang 16ng nguc 6 (9,5)
Cong veo cot séng 5(7,9)
Khong suy ho hip 37 (58,7)
Phan logi suy ho hip Y 10 hap type 1 2(3.2)
Suy hé hap type 2 20 (31,7)
Suy ho hap type 3 4 (6,4)
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R6i loan tri gidc dwoc ghi nhin & 46% bénh nhi. Tré c6 yéu co rd, dic biét & chi
duéi (92,1%), chi trén (84,1%). 81% bénh nhi c¢6 gidm trwong lwc co. Suy ho hip
type 1 (thiéu oxy mau) chi ghi nhin & 3,2% bénh nhi, cho thay réi loan khuéch tan va
bat twong hop thong khi twdi mau it pho bién.

Bang 3. Dic diém cin 1dm sang ciia nhém bénh ly thén kinh co.

Pac diém cin l1Am sang

Phan loai

Gia tri; n (%)

119,3 + 15,2 (73 - 148) 63
Hb, X +SD Khong thiéu mau 49 (77,8)
Thi€u mau 14 (22,2)
_ 942,2 +2275,3 (2,7 - 12329) 38
K, X +SD
CK X +5 Binh thudmg 19 (50)
Tang 19 (50)
Viém phéi 54 (85,7)
5 Xep phoi 10 (15,9)
X-quang ngurc thang N \
Tran dich mang phoi 5(7,94)
Tran khi mang phoi 1(1,6)
. , Té bao 1,75+ 1,17
Dich ndo tay (n = 8)
Protein 1,88 + 3,31
To6n thwong soi truc 2 (28,6)
bién co (n=7) To6n thwong mat myelin 3(42,8)
Tén thwong hon hop 2 (28,6)
o Bat thwong 3 (18,8)
MRI so ndo, tuy (n = 16) . .
Binh thuwdong 13 (81,2)
SMA 6 (66,7)
PCR gene (n=9) Loan dudng co 1(11,1)
Pompe 2(22,2)
Bat thuong 14 (58,3)
Siéu am tim (n = 24) . .
Binh thuwdong 10 (41,7)

Cac xét nghiém nhw dich nio tay, dién co va MRI cho thay ty 1&é nhé bat thuwong
(dién co c6 7/63 bénh nhi (11,1%) bat thwong, MRI so nio, tiy c6 3/16 bénh nhi
(18,8%) bat thwong. Xét nghiém PCR chi yéu ghi nhidn SMA (66,7%). Siéu 4m tim
bat thwong & 58,3% trwong hop dwoc khao sat.
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Bang 4. Nguyén nhan giy suy h6é hap & nhém bénh ly than kinh co.

Nguyén nhan suy ho hiap S6 lwong (n) Ty 1€ (%)
Viém phéi 39 61,9
Yéu co don thuan 9 14,3
Viém phdi + bénh ly tim 5 7,9
Yéu co + viém phoi 5 7,9
Soc 3 4,8
Suy tim 2 3,2

Vé can nguyén, suy hé hip do viém phéi chiém ty 1é cao nhat v&i 39 bénh nhi
(61,9%), yéu co don thudn chiém 14,3%, yéu co kém viém phdi chiém 7,9%.

Bang 5. Danh gia nguy co ti vong theo thang diém PRISM III.

Nguy co tir vong theo PRISM III (%) S6 lwong (n) Ty 1€ (%)
Rat thip (0 - 5 diém): < 1% nguy co 36 57,1
Thép - trung binh (6 - 15 diém): 1 - 10% 25 39,7
Trung binh - cao (16 - 30 diém): 10 - 50% 2 3,2
Tong 63 100,0
PRISM III trung vi (IQR) 3(3-7)

DPiém PRISM III trung vi 1a 3 (IQR: 3 - 7) cho thdy mirc d6 ning thap nhung cé do
bién thién 1én gitra cac bénh nhi.

Bang 6. Cac liéu phap diéu tri d6i véi bénh ly than Kinh co.

Piéu tri S6 lwong (n) Ty 1€ (%)
Khong cé diéu tri dac hiéu 43 68,2
IVIG 2 3,2
TPE (Plasma Exchange) 3 4,8
IVIG + TPE 1 1,6
Truyén enzyme thay thé 8 12,7
Glucocorticoid + neostigmine 6 9,5
Téng cong 63 100,0

Trong s6 cac bénh nhi mac bénh ly than kinh co, ¢ 31,8% dwoc diéu tri dic hiéu.
Trong d6, liéu phap mién dich (IVIG va/hoac TPE) dwoc ap dung cho 9,6% bénh nhi;
liéu phap enzyme thay thé dwoc stt dung & 12,7% truong hop; diéu tri bang thudc nhwoc
co (glucocorticoid + neostigmine) chiém 9,5%.
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BAN LUAN

Trong nghién ctru cua chung toi, ty 1€
bénh nhi dwoc chin dodn xac dinh bénh
ly than kinh co chiém 93,6%. Nhirng
trueong hop nay déu dwoc lam ré nguyén
nhén trwedc hodc trong qua trinh diéu tri.
Ty 1é nay cao hon so véi nghién ctru cua
tac gid Pham Van Thing va CS, trong do
chi 59,2% trwong hop dwoc xac dinh
nguyén nhén [6]. Sw cai thién nay c6 thé
dwgc ly giadi boi sy tién bd cua xét
nghiém di truyén va dién co tai Viét Nam
nhitng nam gian day. Trong nhém
nguyén nhan di truyén, SMA chiém
56,7% va bénh Pompe chiém 19,1%, phu
hop véi dic diém dich té & tré em va
twong dong véi nghién ciru cda tac gia
Nguyén Ngoc Khanh va CS [7], Hahn va CS
[8] va Sarikaya va CS [5].

Vé 1am sang, tré nhip vién chu yéu
trong tinh trang nang, v&i 46% cé roi
loan tri giac va ty 1é yéu co lan tda rat
cao. Yéu co ho hip (47,6%), yéu chi dwéi
va chi trén twong &ng (92,1% va 84,1%)
cho thady mirc d6 suy chirc ning co, phu
hop véi dac diém sinh Iy bénh cia nhém
NMD. Cac triéu chirng hé hap nhw nhip
thé nhanh, rat 16m 16ng ngwc va tang tiét
déu lam tang cong thé va thic diy suy ho
hap. Cac két qua nay twong dong véi bao
c4o clia tac gid Pham Van Thang va CS [6]
va pht hop v&i mo ta cia Fauroux va CS
[9] vé sinh ly bénh gidm thong khi phé
nang & tré mac NMD. R&i loan nudt ghi
nhan trong gan 1/2 s6 trwong hop, diéu
nay Khép véi nghién ctru cia Dipasquale
va CS [10], cho thiy nguy co hit sic va

viém phoi cao & nhdm bénh nay. Phan
loai theo co ché rdi loan trao d6i khi cho
thiy suy ho hap type II chiém ty 1€ 16n
nhit (31,7%). Pay la dic diém kinh dién
& bénh ly than kinh co, khi yéu co hd hap
dan dén gidm thong khi man tinh, giy
tang CO, trwéc khi xudt hién thiéu oxy.
Nhan dinh nay phu hop véi nghién ctru
cta Fauroux va CS [9], da chirng minh
mdi twong quan gitta PaCO, ban ngay va
muirc do giam thong khi ban dém & bénh
nhi mic NMD. Bén canh danh gid 1am
sang, viéc 4p dung thang diém PRISM III
trén bénh ly than kinh co trong nghién
clru cda ching t6i cho thdy mirc d6 nang
nhin chung thap nhwng c6 do bién thién
16 gitra cAc bénh nhi (trung vi 3 (IQR: 3 - 7),
twong dong véi nghién clru cla Sarikaya
va CS, khi 4p dung PRISM II trén bénh nhi
méc than kinh co ghi nhan diém s6 cha
yéu & mirc thip - trung binh [5]. So v&i
cac nghién ctru PICU khéng chuyén biét
than kinh co, PRISM III thwong cao hon
ro rét. Gia tri PRISM III trong nhoém bénh
ly than kinh co cia chung t6i phan 4nh
mirc d6 nang thip nhwng d6 bién thién
16m, do d6 nhu cau theo doéi chat ché &
nhitng bénh nhi cé diém cao la can thiét.

Mic du ty 1é chan dodn nguyén nhan
twong d6i cao, ty 1é bénh nhi dwoc diéu
tri ddc hiéu con han ché (31,8%).
Nguyén nhan chi yéu do kho khan trong
ti€p cin cac thudc diéu tri nhw enzyme
thay thé cho Pompe va thudc diéu tri
bién d6i dién tién bénh (DMTs) cho SMA.
Trong khi tai cdc nwéc phat trién, ty 1€
séng cia SMA type I sau khi ap dung
DMTs cé thé vwot 80%. Tai Viét Nam,
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viéc tiép can thudc con han ché vé chi phi
va nguon lyc. Diéu nay phan dnh khoang
cach gitra nang lwc chan doan va kha nang
diéu tri, dong thoi cho thiy nhu cau cap
thiét trong viéc mé rong tiép can thudc, hd
tro tai chinh va xay dwng cac trung tam
chuyén sau.

Nghién ctru vin con mot sé han ché
nhw thiét ké mo6 ta don trung tim, c&
mau con han ché va chwa danh gia dwoc
két cuc dai han. Nhitng han ché nay mé
ra hwéng nghién ctru ti€p theo véi c&
mau 16n va theo doi dai han hon.

KET LUAN

Tré mac NMD nhap Khoa Diéu trj tich
cuc thwong cé roi loan tri gidc (46%),
nguy co tlr vong thap theo danh gia tién
lwong PRISM 111 (IQR 3 - 7), va ty lé suy
ho hap type 2 chiém wu thé (31,7%).
Phan 1én bénh nhi ¢6 tén thwong phéi
trén hinh anh X-quang. Nguyén nhan
bénh chd yéu thuéc nhém di truyén,
trong d6 SMA 1a cin nguyén ndi bét.
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