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TOM TAT

Suy gidm mién dich tién phat (SGMDTP) la mot nhém gom cdc bénh di truyén khong dong nhdt dic trung
béi sy 16i logn ciia h¢ thong mién dich, dnh hudng nhiéu dén chat lugng cugc (CLCS) cita bénh nhan.

Muc tiéu: Ddnh gid chdt lugng cudc song cira tré suy gidm mién dich tién phdt theo thang diém Ped QL 4.

Phuiong phdp: Nghién citu mo ta cdt ngang, st dung thang do chdt lugng song lién quan siic khde tré em
Peds QL 4.0 ddnh gid CLCS trén S2 tré dugc chin dodn SGMDTP, diéu tri tai Bénh vién Nhi Trung viong theo
thang diém Ped QL 4.

Két qua: Ty 1¢ nam/nii la 6/1, tudi trung binh 7,2 + 4,0, nhom tudi 2-4 tudi ty ¢ cao nhdt 38,5%. Trong
d6, nhém bénh nhdn SGMDTP dong lympho B 63,5%, nhém bénh nhdn SGMDTP r6i logn thyc bao 23,1%,
nhém bénh nhan SGMDTP két hop 13,4%. Tré tir 13-18 tudi c6 CLCS vé hoc tdp cao hon cdc nhém con lgi
(p = 0,01< 0,05). Tré SGMDTP dong lympho B c6 CLCS vé hoc tap, thé hic va téng qudt cao hon so vdi cdc
nhém SGMDTP khdc (p < 0,05). Tré SGMDTP c6 CLCS vé hoc tap, thé lyc va téng qudt thdp hon so véi tré
khée manh (p < 0,05).

Két lugn: Tré SGMDTP c6 CLCS vé hoc tdp, thé lc va tong qudt thdp hon 16 rét so véi tré khée manh. Cin
phdi ddnh gid chdt ligng cudc song cita tré SGMDTP 6 nhiéu thoi diém khdc nhau va theo doi ldu dai sau diéu tri.

Tii khéa: Tré em, suy gidm mién dich tién phdt, chdt luong cudc song.

ABTRACT

Primary immunodeficiency is a group of heterogeneous genetic diseases characterized by disorder of immuno-
system, which greatly affects the quality of life (QoL) of patients.

Objectives: Investigating the quality of life of children with primary immunodeficiency by using Ped QL 4.

Method: A cross sectional-study, using the quality of life for children Peds QL 4.0, was implemented to
investigate the quality of life of 52 children diagnosed with primary immunodeficiency.

Results: The ratio of male/female was 6/1, average age was 7,2 * 4,0, patients aged 2-4 ranked highest with
38,5%. Among them, patients with lymphoid B were 63,5%, patients with phagocytosis disorder were 23,1%,
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patients with complex type were 23,1%. The QoL score in terms of studying of patients aged 13-18 was higher
than the rest of patients (p = 0,01< 0,0S). The QoL related to studying, physical health and total score of patients
with lymphoid B were higher than the other types of primary immunodeficiency (p < 0,05). The QoL related to

studying, physical health and total score of primary immunodeficiency patients were lower than those of healthy

children (p < 0,05).

Conclusion: The QoL related to studying, physical health and total score of primary immunodeficiency

patients were signigicantly lower than those of healthy children. It is neccesary to evaluate the QoL of primary

immunodeficiency patients at different times and longer duration after treatment.

Keywords: Children, primary immunodeficiency, quality of life.

DAT VAN BE

Suy gidm mién dich tién phit (SGMDTP) la
mot nhom gom cac bénh di truyén dic trung boi
sy gidm hodc mét chiic ning caa mét hodc nhiéu
thanh phan cta hé thong mién dich. Phan I6n cic
bénh nay kéo dai sudt doi, khién ngudi bénh mic
céc nhiém trung niang, dai ding va tdi phat, c6 thé
gdy tu vong. Do d¢, bénh giy anh huéng khong
nhé téi chit lugng cudc séng (CLCS) clia nguidi
bénh, gia dinh va xa héi.

O céc quéc gia phiét trién, da c6 nhiéu nghién
ctiu dédnh gid vé chit lugng cudc song lién quan
stic khoe ctia tré em SGMDTP trudc, trong va sau
nhiéu nam diéu tri va coi chdt lugng séng la mot
trong cac tiéu chudn dinh gid vé hiéu qua diéu
tri. Cdc nghién citu nay da st dung cic cong cu
phong vin vé chit lugng séng, phd bién la cong
cu Pediatric Quality of Life (Peds QL 4.0) va nhin
thdy chét lugng s6ng & tré SGMDTP suy gidm ro
rét so vdi tré khoe manh & mot s6 chi tiéu. Tu 46,
céc bac si va diéu dudng dua ra nhiing giai phap ho
trg va can thiép gitp cai thién chat lugng cudc song
cta tré. O Viét Nam, cic nghién ctiu vé chin doan
va diéu tri SGMDTP con rat it, dic biét chua cé
nghién cttu nao vé linh vyic chit lugng s6ng cua tré
SGMDTP. Do d6 ching t6i tién hanh nghién ciu
nay véi muyc tiéu: Danh gid chit lugng cudc song
ctia tré SGMDTP theo cong cu Peds QL 4.0.

DOI TUONG VA PHUGNG PHAP NGHIEN CUU
Doi tugng nghién ctiu

T4t cad cdicbénhnhan dugcchin dodn SGMDTDP,
dang diéu tri tai bénh vién Nhi Trung vong.

Tiéu chuin lya chon: tudi tir 2 dén duéi 18 tudi,
dugc chin doan xic dinh SGMDTP, déng y tham
gia nghién ctiu.

Tiéu chudn loai tri: mic bénh ly anh huéng
chitc ning nhén thic, vin dong, tim than cé trudc
hoac két hgp SGMDTP, khong déng y tham gia
nghién ctru.

Phuong phap nghién ciu

Thiétké nghién ciu: Mo ta cit ngang c6 phén tich

C6 mau: C3 mau thuin tién

Phuong phap danh gia

St dung cong cu Peds QL 4.0. (Pediatric
Quality of Life scale (Ped QL 4.0)

Peds QL 4.0 gém 23 muc vé 4 linh vuc: 8/23
cau vé stic khoe thé chit (thé Iuc); 5/23 cau vé cam
xuc; 5/23 vé quan hé xa hoi (QHXH) va 5/23 cau
vé hoc tip cua tré.

Thang dugc cho diém nhiam danh gid mdic do
khé khin (MDKK) cua tré vé 4 linh vuc trong
mot thing qua. Céc mic d¢ kho khin dugc danh
gia theo diém nhu sau: 0 diém: chua bao gio gip
kho khan; 1 diém: réat it khi gip kho khan; 2 diém:
thinh thodng gip kho khan; 3 diém: thuong gap
kho khin; 4 diém: thudng xuyén, luén luén gip
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kho khan. Piém danh gia vé CLCS ctia méi linh
vyc tinh bang trung binh téng diém ctia tit ca cac
muc trong linh vyc d6. Piém danh gia vé CLCS
téng quat dugc tinh bang trung binh téng diém
cta 23 cau héi cta 4 linh vyc. Tt diém mic do
kho khian quy d6i ra diém chit lugng cudc song
theo thang diém 100 nhu sau: 0 diém MPKK =
100 diém CLCS, 1 diém MDPKK =75 diém CLCS,
2 diém MPKK = 50 diém CLCS, 3 diém MDBKK
=25 diém CLCS, 4 diém MDKK = 0 diém CLCS.

Céac bénh nhin dua tiéu chuan lua chon caa
nghién ctiu, dugc thu thip cic thong tin nhin
khdu hoc (tudi, giéi tinh), thé bénh SGMDTP,
phong van bo ciu hoi Peds QL 4.0. Cac thong s6
nghién ctiu sé dugc ghi lai theo mét bénh an thiét
ké nghién ctiu thong nhit.
Phan tich va xi 1y s6 liéu

St dung phan mém thong ké SPSS 16.0 véi so
sanh phan tich cic bién s6 nghién ctiu cia 2 nhém

bénh - chiing bang phép thir x* va Student t-test.

KET QUA
Dic diém d4i tugng nghién ciu

Bdng 1. Thong tin ddi tugng nghién ciiu

*SGMDTP dong lympho B bao gom: Suy gidm
mién dich thé Khong c6 Gammaglobulin mdu lién két
nhiém sdc thé X- XLA, suy gidm mién dich bién thién
phd bién.

** SGMDTP 16i loan thuc bao bao gom: gidm
BC hat trung tinh bdm sinh, U hat man tinh.

*** SGMDTP két hop bao gém: bao gom thé
Wiskott Aldrich, suy gidm mién dich thé tang IgM -
Hyper IgM, suy gidm mién dich két hop trdm trong
sau ghép tuy?)

B SGMDTP dong lympho B
B SGMDTP r6i loan thuc bao
SGMDTP két hop

Biéu do 1. Phdn bé theo nhém SGMDTP

Nhén xét: Bénh nhin nam nhiéu hon ng, tudi
trung binh 13 7,2 + 4,0. Nhém bénh SDMDTP

Dic diém chung n | Tyle% dong lympho B gip nhiéu nhit chiém 63,5%. Sau
51a SGMDTP dong thucbao 23,1% va SGMDTP
Nam 45 86,5 d(’) asSG dongthucbao 23,1%vaSG
Gibi két hop 13,4%.
Nu 7 13,5
Danh gia chitlugng cudc song theo Peds QL 4.0
2 —4tudi 20 38,5
- Bdng 2. So sdnh CLCS theo cdc nhém tudi
S—7tubi 11 21,2
sl 5 2- - 8-12 | 13-18
Tudi |8 —12tudi 17 327 Linh Viic T 4 T5 7 o ;" b P
13— 18 tubi 4 7}7 uo1 uo1 uo1 uo1
- Thé luc 65,1 622 | 715 89 0,35
Tusi TBSD (min—max) | 7,2+4,0(2-18)
Camxuac | 80,5 | 79,5 | 685 98,7 | 011
Nhom SGMDTP donglympho B 33 63,5 QHXH 84 818 844 100|051
bénh SGMDTP r6iloan thucbao™ | 12 23,1 Hoc tap 357 50 62,3 85 0,01
" | SGMDTP kéthgp*** 10 | 134 Tongquat| 727 | 69 | 707 | 932 |022
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Biéu db 2. So sanh CLCS theo cdc nhém tudi

Nhdn xét: CLCS bi anh huéng nhiéu nhit & linh Iyc hoc tip, sau d6 t6i thé luc va it bi anh huéng nhat
& quan hé xa hoi. CLCS vé linh vuc hoc tp gitta cdc nhém tudi c6 khac biét c6 y nghia thong ké p < 0,0S.

Bdng 3. So sdnh CLCS theo nhém bénh SGMDTP

Linh vyc SGMDTP donglymphoB | SGMDTP réiloan thucbao | SGMDTP kéthop P
Thé luc 778+22,6 42,7+28,5 695+20,8 <0,001
Camxuc 84,8+22,1 60,0+24,8 763+172 0,07
QHXH 89,5+16,3 763+30,1 794184 0,124
Hoctap 62,1+£243 363271 294+2038 0,019
Tong quat 79,2+18,1 57,1+£2338 71,1 +14,7 0,005
100 p < 0,001 p=0,07 p=0,124 p=0,019 p =0,005
80
60
40
0
Thé luc Cam xtc Hoc tap T6ng quat
® SGMDTP dong lympho B ® SGMDTP rdiloan thyc bao = SGMDTPkét hop

Biéu do 3. So sdnh CLCS theo nhém bénh SGMDTP
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Nhdn xét: CLCS vé thé luc thdp nhit & nhém bénh nhan SGMDTP réi loan thyc bao. CLCS vé hoc
tap thdp nhit 6 nhém bénh nhan SGMDTP két hgp. CLCS vé linh viic tdng quét thip nhit 6 nhém bénh
nhén SGMDTP réi loan thuc bao, sy khac biét ¢ y nghia théng ké p < 0,0S.

So sanh CLCS v@i tré khoé manh

p=0,003 p = 0,047 p=0,73 p<0001 p = 0,005
zg 80,4 778 802 849 839 814
68,4

70
60
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Thé lyc Cam xtic Hoc tap Tdéng quat

m Trée SGMDTP m Trékhoe manh

Biéu do 4. So sdnh CLCS tré SGMDTP vdi tré khée manh

Nhdn xét: Tré SGMDTP c6 CLCS vé céc linh
vuc thé luc, hoc tip va CLCS tdng quat thdp hon
tré khoe manh, sy khdc biét ¢ y nghia thong ké véi
p <0,05.

BAN LUAN

Trong qua trinh nghién ctiu ching t6i thu thap
dugc 52 bénh nhan du diéu kién tham gia nghién
cttu. Tubi trung binh ctia nhém nghién ciu la 7,2
+ 4,0 so v6i nghién ctiu ctia Jiwong WU va cong
su'la 3,5 thi tudi trung binh ctia chiing t6i cao hon
vi SGMDTP la bénh ly méi dugc quan tim dén
trong nhiing ndm gin déy tai Viét Nam. Nhom tudi
thudng gap nhit Ia 2-4 tudi véi 38,5% va la nhom
SGMDTP dong lympho B véi 63,5%.

Ty 1¢ nam nhiéu hon n@ véi nam/nala 6/1. Ty
1¢ nay cling tuong duong véi nghién ctiu caa ctia
Jiwong WU va cong su [12].

CLCS vé tat ca cac linh vuc ctia bénh nhan
nhém tudi tir 13 - 18 tudi déu cao hon, nhung rd

nhit [a ¢ linh viuc hoc tap (p < 0,05). Nguyén nhin
la do nhém bénh nhén nay cha yéu la cic bénh
nhan SGMDTP dong té bao B, dugc diéu tri cha
yéu bang liéu phap immunoglobulin thay thé dinh
ki, dap ung diéu tri tét, it bi nhiém khudn va it phai
nghi hoc vi nhdp vién diéu tri.

CLCS vé céc linh vuc thé luc, cim xuc, hoc tép
va téng quét cia 3 nhém bénh SGMDTP khéc
biét c6 y nghia théng ké véi p < 0,0S. Trong do,
CLCS ctianhém SGMDTP dong lympho Bla cao
hon ca so v6i 2 nhém con lai & hau hét cac linh vuc
nhu thélyc, hoc tip hay téng quat. Nguyén nhan Ia
do chit lugng diéu tri va cham séc nhém bénh nay
da c6 nhiéu tién bd trong nhiing nam gan day. Véi
liéu phap diéu tri immunoglobulin thay thé, bénh
nhan SGMDTP dong lympho B cii thién t6t, biéu
hién r6 nhdt Ia tdn sudt cic dot nhiém trung giam
16 rét, giam thiéu s6 1an va thoi gian tré ndm vién,
han ché nhiing anh huéng dén cudc séng, hoc tip

cua tré.
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Nhém SGMDTP r6i loan thuc bao va két
hop phan 16n chua c6 phuong phap diéu tri hiéu
qua cao, bénh nhan thudc 2 nhém nay thuong
c6 tin sudt cac dot ndm vién do nhiém trung cao
hon, do d6 anh huéng xdu nhiéu hon dén CLCS
cla tré.

CLCS vé linh vuc thé luc, hoc tap va tong quat
& tré SGMDTP thap hon cé y nghia théng ké so
v6i tré khoe manh. Phit hgp véi nghién ctu tic gia
Annarosa va cs tai Y véi diém CLCS t6ng quat ctia
bénh nhan XL A la 75,8 +13 thdp hon so véi diém
ctia tré khoe manh (86,8 £ 9,5). Nghién ctiu Nina
B Kuburovic: 25 tré PID, 50 tré JIA va 89 tré khoe
manh cho thdy CLCS cua tré PID bi anh huéng so
véi tré khoe manh va tré JIA. Téng diém lan lugt

<

1 (PID:74,7 — JIA 83,5 — tré khoe manh 83,7 p <
0.05) diém do tré bao céo.

KET LUAN

Tré SGMDTP c6 chit lugng cudc séng vé cac
linh vyc thé luc, hoc tip va téng quat suy giam ro
rét so vdi tré khoe manh. CLCS vé cdm xidc va quan
hé xa hoi ctia nhém tré nay khong c6 khac biét so
v6i tré khoe manh. CLCS caa tré SDMDTP dong
lympho B vé cac linh vuc thé lyc, hoc tip va tong
quét tot hon so véi tré SGMTP riloan tién phéat va
két hgp. T nhiing két luén nay cho thdy tim quan
trong can phai danh gid chét lugng cudc song ctia
tré SGMDTP & nhiéu thoi diém khic nhau va y

nghia trong theo doi lau dai sau diéu tri.
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