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TOM TAT

D4t van dé: Hoi chimg thue bao mau (HLH) |a tinh trang de doa tinh mang do hoat
héa quéa murc hé théng mién dich. HLH c6 thé |a tién phat hodc thir phat. HLH thi phat
thuong duoc khéi phét béi nhiém virus, bénh &c tinh hodc bénh dang thép. HLH the
phét lién quan véi bénh &c tinh la tinh trang thuong gép & nguoi Ién, nhung rét hiém
gép & tré em. Cho dén nay méi chi cé mét sé it truong hop HLH lién quan bénh &c tinh
& tré em dwoc bao céo.

Bdo cdo trrong hop: Chiing téi bédo cdo mét trirong hop tré nam 4 tudi, duoc
chén doén va diéu tri bach cdu c4p dong lympho B da dat lui bénh hoan toan, dang héa
tri giai doan duy tri. Tré biéu hién sét cao lién tuc méc du da dung khang sinh, cac xét
nghiém du tiéu chuén chan doén HLH va c6 diém H score & mirc cao nghi ngdr HLH.
Tré dwoc diéu tri véi Dexamethasone don thuén theo phac dé 8 tuén, tré dap ting tot.
Hién dang duworc diéu tri héa chét giai doan duy tri tré lai.

Két luan: HLH trong béi canh bénh Iy &c tinh & tré em vén la mét thach thirc vi ty
1é tir vong cao. Quyét dinh diéu tri nén duoc duwa ra tuy tirng trurong hop cu thé. Cén
c6 cac nghién ctu quy mo dé cai thién nhan thirc va tién luong bénh.

Twr khda: Hoi ching thue bao mau, HOi chieng thure bao mau lién quan bénh ly ac
tinh, tré em, ung thu.

ABSTRACT
MALIGNANCY- ASSOCIATEDHAEMOPHAGOCYTICLYMPHOHISTIOCYTOSIS
IN CHILDREN

Dang Thi Tam?, Nguyen Van Tuy!?, Chau Van Ha!, Nguyen Thi Kim
Hoa!, Nguyen Thi My Linh?

Background: Hemophagocytic lymphohistiocytosis (HLH) is a life - threatening
condition caused by excessive immune system activation. HLH can be primary
or secondary. Secondary HLH is often triggered by viral infection, malignancy or
rheumatoid disease. Secondary HLH associated with malignancy is common in adults,
but very rare in children. To date, only a few cases of malignancy - associated HLH in
children have been reported.

Case report: We report a 4 - year - old boy, diagnosed and treated for B-cell acute
lymphoblastic leukemia, who achieved complete remission, undergoing maintenance
chemotherapy. The child presented with persistently high fever despite antibiotic therapy,
laboratory tests met criteria for HLH and high H-score suggest HLH. The child was treated
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with Dexamethasone alone according to the 8-week regimen, the children responded

well. He have been currently receiving chemotherapy in the maintenance phase.

Conclusion: HLH in malignant disease in pediatrics remains a challenge that

has substantial mortality. Treatment decisions must be taken case - by - case. Larger

studies are needed to improve disease awareness and prognosis.

Keywords:

Hemophagocytic lymphohistiocytosis,

malignancy - associated

hemophagocytic lymphohistiocytosis, child, cancer.

|. PAT VAN PE

Hoi ching thuce bao mau (HLH: Hemophagocytic
Lymphohistiocytosis) 14 mot bénh 1y xuat hién do
cac dai thuc bao hoat dong qua muc dan dén hau
qua la cac té bao hong cau, bach cau, tiéu cdu va cac
té bao tién than huyét hoc bi thuc bao cho nén bénh
6 tén goi la thyc bao mau. Pay l1a mot bénh ly kich
phat va c¢6 kha nang de doa tinh mang [1].

Céc triéu chimg pho bién ctia bénh 1a sdt, giam
da dong té bao mau, cac tridu chimg than kinh nhu
co giat, thay d6i tri giac, that didu va hach 1on.
Xét nghiém cho thdy giam da dong té bao mau,
tang Ferritin mau, giam Fibrinogen mau, ting
Triglyceride m&u va tang men gan. Bénh duoc
phan thanh tién phéat va the phat. HLH tién phat
1a thé bénh bam sinh di truyén, trong khi d6 HLH
thar phat dugc khoi phéat boi nhiém virus, bénh
ac tinh hodc bénh dang thép. Mot thudt nglr hay
dugc str dung trén 1am sang va nhiéu khi gy nham
1an 1a hoi chung hoat héa dai thuyc bao (MAS:
Macrophage Activation Syndrome), hdi ching
hoat hoa dai thuc bao dugc xac dinh 1a hdi ching
thyc bao mau trong bdi canh cac bénh 1y dang thap
(vi du, viém khop thiéu nién thé hé thong, lupus
ban d6 hé théng...) [10].

HLH trong bdi canh bénh 4c tinh (M-HLH) c6
thé xay ra trong hai truong hop: thir nhét, biéu hién
cung luc hoac trudce khi khoi phat bénh ac tinh, goi
y tinh trang tang viém dugc khoi phat bdi ung thu;
thr hai, biéu hién trong giai doan héa trj - thuong
xay ra & bénh nhan da dat lui bénh - tién trinh nay
thudng do suy giam mién dich do héa tri. Trong béi
canh thr hai, nhiém tring c¢6 thé 1a yéu t6 1am khoi
phat bénh [8].

Trong khi nhéan thirc vé M-HLH & ngudi 16n 1a
pho bién, gan 48% truong hgp HLH ¢ nguoi 16n
dugc bao céo 1a trong bdi canh bénh 1y ung thu.
Trai lai, cac bac si nhi khoa c6 khuynh huéng nghi
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nhiéu HLH bam sinh hodc sau bénh Iy ty mién hon
la M-HLH [8].

Trong bai nay chung t6i bao cdo 1 truong hop
HLH thtr phat & bénh nhi méic bach cau cap dong
lympho B dang diéu tri giai doan duy tri.

I1. BAO CAO TRUONG HQP

Tré nam, 4 tudi, cach vao vién 15 thang, tré
biéu hién thiéu mau, dugc chin doan bach cau cz”ip
dong lympho B va diéu tri theo nhém nguy co trung
binh (COG 1991 protocol). Pat lui bénh hoan toan
sau diéu tri tin cong (MRD = 0,0007%). Danh gia
sau giai doan hoéa tri tang cuong mudn trude khi
bét dau diéu tri giai doan duy tri dat lui bénh hoan
toan (MRD = 0,0005%). Hién dang diéu tri hoa
chat giai doan duy tri (Vincristin, 6-Mecaptoprine,
Methotrexate, Dexamethasone).

Lan nay tré vao vién vi sot. Kham 1am sang ban
dau danh gia tré sbt cao, vé mét, nAm miéng hong,
khong phat hién nhiém tring ho hap, tiéu hoa, tiét
niéu, than kinh hay ngoai da. Xét nghiém ban dau
cho thay giam bach cau trung tinh (0,8 x 109/L),
thiéu mau muc do trung binh (Hb = 8.4 g/dL),
Procalcitonin ting 1,59 ng/mL. Tré da duoc diéu tri
khang sinh (Meropenem, Vancomycin), khang nim
(Amphotret).

Sau 12 ngay diéu tri voi khéng sinh, khang nam,
tré van con sot cao lién tyc. Kham 1am sang khong
ghi nhén tiéu diém nhiém tring nao. Panh gia xét
nghiém cho thiy giam 2 dong t& bao méau ngoai
vi (bach ciu, hong ciu), Fibrinogen binh thuong
(2,24 g/L), Ferritin > 2000 ng/mL, Triglycerid binh
thuong (1,59 mmol/L), AST 42 U/L, ALT 16 U/L,
IgG 7,26 g/L. Kiém tra dich ndo tay cho két qua
binh thuong. EBV IgM va IgG duong tinh.

Tré da dugc chyp CTscan toan than khong ghi nhan
tiéu diém nhiém tring nao, phat hién gan lach 16n.

Choc tiry xwong lam tay dd cho thdy c6 hinh anh
thuc bao mau trong tily xuong.
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Hinh 1. Hinh anh thyc bao méu trong tily xuong ciia bénh nhan & thoi diém sau 12 ngay s6t

Tré da du 5/8 tiéu chuan chan doan HLH d6 1a s6t kéo dai, lach 16n, giam 2 dong té bao mau, Ferritin
tang va hinh anh thuc bao mau trong tay xuong. Xét chi sé Hscore tré dat 255 diém, cho tién doan kha ning
HLH 1a > 99%, cAc thong sd danh gia bao gdm: khong miac bénh 1y suy giam mién dich (0 diém), nhiét do
> 39,4°C (+ 49 diém), gan lach 16n (+ 38 diém), giam 2 dong té bao mau (+ 24 diém), Ferritin > 2000 (do
chi s6 nay tai bénh vién chung t6i khong dinh lugng dugc cac ngudng cao hon nén ching toi la"iy khoang
2000 - 6000ng/ml) (+ 35 diém), Triglyceride tir 1,5 dén 4mmol/L (+ 44 diém), Fibrinogen < 2,5g/L (+ 30
diém), AST < 30U/L (0 diém), c6 hinh anh thuc bao mau trong tiry xuwong (+ 35 diém).

Chan doan kha nang HLH thtr phat trong bdi canh bénh 1y ac tinh do héa tri va nhiém EBV. Tré duoc
tiép tuc diéu tri khang sinh khang ndm phéi hop. Khai dong diéu tri voi Dexamethasone 10mg/m?2. Tré hét

sot sau 1 ngay diéu tri.

Tré duoc tiép tuc diéu tri don thuan bang Dexamethason va giam liéu dan theo phac do trong vong 8
tuan. Dén nay, tré on dinh, khong s6t lai. Tré duge tiép tuc diéu trj hoa chat giai doan duy tri theo phac dd
bach cau cap dong lympho.
Bang 1: Két qua xét nghiém cta bénh nhi trong qua trinh theo doi

Vaovién | Ngay 12 Sz’m chfu: Si,‘u chz‘ir: Ss;uu Chéil Pon vi
doan 2 tuan | doan4tuan | doan 8 tuan
WBC 3,48 1,15 15,83 6,49 17,1 K/uL
NEU 0,8 0,37 14,55 3,79 9,2 K/uL
LYM 2,06 0,4 0,31 1,65 4,0 K/uL
Hemoglobin 8,8 8,3 10,6 15,2 15,0 g/dL
Tiéu cau 367 188 299 205 129 K/uL
Fibrinogen 2,24 3,88 3,0 3,23 g/L
Triglyceride 1,59 3,32 1,17 1,17 mmol/L
Ferritin 2000 2000 1433,75 987 ng/mL
CRP 58,8 5,2 21,05 mg/L
Procalcitonin 1,59 0,282
AST 63,92 42 30 50 27 U/L
ALT 58,8 16 66 62 47 U/L
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Vao vién | Ngay 12 Sz’m chzzu: Sirlu chzxu: S?u ch?u: Pon vi
doan 2 tuan | doan4tuan | doan 8 tuan
Creatinin 39,73 46 44 34 51 umol/L
[o]€ 7,25 7,26 17,99 8,25 7,43 g/L
Albumin 35,6 32,2 33,4 42 g/L
EBV IgM Duong tinh Duong tinh
EBV IgG Duong tinh Duong tinh
I11. BAN LUAN véi cac loai HLH khac, dac biét 1a HLH tién phat.

HLH la mdt tinh trang de doa tinh mang va cuc
ky rAm 1o lién quan vai viéc hoat héa qua murc hé
thong mién dich va din dén rdi loan chirc ning da
co quan [5]. Bénh c6 hai thé: tién phat va tht phat.
Thé tién phat, con dugc biét dén 1a thé di truyén,
thudng gip & tré em do bat thuong gen dan dén ton
thuong con dudng doc té bao cua perforin. Trai lai,
& thé thi phét, con duoc biét dén 1a thé mac phai, co
thé gap ¢ bat ky Iira tudi ndo, dugc gay ra boi nhidm
triing, bénh 4c tinh hodc bénh ty mién [12]. Khoang
mot phan ba dén mot phan hai ngudi 16n mac HLH
thir phat dugc chan doan M-HLH, ma phan 16n
lién quan v6i u lympho té bao T/NK. Tréi lai, cac
nguyén nhan gay HLH tha phat & tré em ¢ sy khac
biét 16n so véi ngudi 16n, M-HLH tuong d6i hiém
gip va chi chiém khoang 8% tré mic HLH, trong
khi d6 thé tién phat, lién quan nhiém tring va lién
quan véi bénh tu mién 13 phd bién hon. C6 mot vai
khac biét vé dic diém 1am sang va can lam sang
gitta HLH & tré em va ngudi 16n. Theo tim hiéu cua
ching t6i, ¢6 it nghién ctru 16n vé M-HLH & tré em
[7]. Theo mot nghién ctru tai Ao, qua khao sat 1706
tré mac bénh |y huyét hoc ung thu tir nim 1995 dén
2014, chi xac dinh dugc 22 bénh nhan mac M-HLH
(chiém 1,29%) [15]. O day chung t6i bao cao mot
trudng hop M-HLH dang diéu tri hoa chét giai doan
duy tri bénh bach cau cap dong lympho B.

Co ché gay ra M-HLH c6 thé bao gom tinh trang
viém nghiém trong, su kich thich khang nguyén dai
ding cia cac té bao ung thu va mat thang bang noi
mo hé théng mién dich do hoéa tri, ghép té bao gbc
tao mau hodc nhiém tring [2].

Bénh nhén dugc bao cdo khoi phat M-HLH tir
4 tudi. Do su gia ting ty 1& méc bénh 4c tinh theo
tudi, nén tudi khoi phat M-HLH & tré em 16n hon so

Khi tiép can mot bénh nhan HLH, s& nghi nhiéu dén
HLH do bénh 1y 4c tinh khi tudi 16n hon [13].

HLH lién quan véi u lympho chiém hon mét nira
ngudi 16n mic M-HLH, theo sau 1a HLH do bénh
bach cau, cac ung thu huyét hoc khdng dic hiéu khac
va HLH do u dic (rat hiém gap) [13]. Tuy nhién, céc
dit liéu vé M-HLH ¢ tré em tuong ddi gioi han va
khong chac chan. Mot vai nghién ciru cho thay tré
mic bach ciu cip c6 nguy co mac M-HLH cao hon
S0 véi u lympho [15], cac nghién ciru khac lai chi
ra u lympho Ia nguyén nhan phé bién hon [7], [8].
Trong truong hop bénh nhén cta chiing t6i da duoc
chan doan va diéu tri bach cau cap dong lympho B.

Dua trén sy lién quan gitta HLH va bénh ly ac tinh
hodc héa tri, M-HLH c6 thé dugc phan loai thanh
HLH duoc khoi phét boi bénh ly &c tinh (HLH chan
doan tai thoi diém khoi phat bénh &c tinh) va HLH
xay ra trong qua trinh héa tri (Ch-HLH). HLH duogc
khoi phat bai bénh ly 4c tinh I thé phd bién nhét ¢
ngudi 10n va thuong xay ra tai thoi diém khoi phat
hoac tai phat mét bénh ly ung thu, tham chi la trudce
khi bénh nhan dugc chan doan ung thu [8]. Mot vai
nghién ctru vé M-HLH & tré em cho thay phan 16n
bénh nhan dugc chan doan HLH duoc khoi phét
bai bénh ly &c tinh [7], [8]. Trai lai, vai nghién ctru
khac lai chi ra Ch-HLH la thé phd bién trong giai
doan hoa tri duy tri tré mic bénh bach cau cép [15].
Nhirng két qua trai nguoc nay I do cac nghién ctru
vé M-HLH & tré em ¢6 ¢& mau qua thap (thuong
dudi 30 trudng hop) va cd su khéc biét vé dbi tuong
bénh ly ung thu nghién ctru, déi khi 1a khac biét vé
chan doan & cac trung tam, cac nude khac nhau. Do
d6 can c6 mot nghién ciru da trung tam vé M-HLH
& tré em trong tuong lai dé gitp hiéu r6 hon vé méi
lien quan gitta M-HLH va su tién trién cua bénh
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Iy ung thu. Bénh nhan cua chung t6i phu hgp véi
Ch-HLH vi da dat dugc lui bénh hoan toan va dang
trong giai doan diéu tri hoa tri duy tri. Theo két qua
mot nghién ciru tai Pic, trong 8 tré dugc chan doan
Ch-HLH: hau hét xay ra trong bdi canh diéu tri bénh
bach cau cap, trong d6 5 truong hop dong lympho
va 2 truong hop dong tiy; bao gébm 2 trudng hop
trong giai doan tan cong, 2 trong giai doan cling cb
va 3 trong giai doan duy tri [8].

Cac nghién ctru chi ra khong c6 sy khac biét co
v nghia thong ké vé tudi, gidi, biéu hién lach 16n,
bach cau hat, tiéu cau, ty 1& nhiém EBV, nong do
Albumin, triéu chirng vang da gitra M-HLH va céac
thé HLH khac. Cac xét nghiém Triglycerid, Ferritin,
Fibrinogen, LDH va cac chi diém cua DIC ciing
khong c6 su khac biét gitra 2 nhom. Tuy nhién, bénh

nhan HLH khong do 4c tinh c¢6 nong d6 Hb (p =
0,004), ALT (p = 0,002) va AST (p = 0,001) cao
hon so voi M-HLH [9].

Biéu hién 1am sang va bién doi xét nghiém ¢ M-
HLH khong dic hiéu va giéng nhu cac bdi canh
HLH khac va chinh bénh 1y ung thu. Chan doan
M-HLH thuong bi tri ho&in do bac si it chli y dén tinh
trang nay. Tiéu chuan HLH 2004 van duoc 4p dung
dé chan doan, tuy nhién, vi c6 sy tring lap cac triéu
chung HLH vo6i céc triéu chiing do bénh 4c tinh,
viéc chan doan doi hoi bao gdm nhiéu tiéu chuin
hon [11]. Mt vai hoc gia can nhic thém céc tiéu
chuén khac, nhu 1a LDH ting, D-Dimer ting, ting
cao Ferritin mau (> 1000 ng/mL) va ty 1€ sCD25/
Ferritin > 2 d& nang cao do nhay trong chan doan
M-HLH [14], [16], [17].

Bang 2: Tiéu chuan chan doan HLH theo HLH-2004 [6]

Tiéu chuin

Bénh nhan cia chung toi

A. Chan doan phan tir thich hop véi HLH:

SH2D1A, hodc XIAP

Céc dot bién bénh ly PRF1, UNC13D, STXBP2, Rab27a, STX11,

Chua thuc hién

B. 5 trong 8 tiéu chuén sau

1. S6t > 38,3°C

Co

2. Lach lon

Co

3. Giam té bao mau (anh hudng it nhét 2 trong 3 dong méau ngoai vi)

Giam hong cau va bach cau

4. Tang triglyceride va/hoac giam fibrinogen Khéng

5. Thyc bao mau trong tuy xuong hodc lach hoac hach hoac gan Hinh anh :él;rigiggméu trong
6. Hoat tinh té bao NK thap hoic khong c6 Chua thyc hién

7. Ferritin > 500 ng/mL Céo

8. Tang CD25 hoa tan (IL-2 receptor alpha hoa tan) Chua thyc hién

Chi s6 H-score giup tinh toan xac suat mac HLH. Chi s nay lan dau tién dugc Fardet va cong su dé cap,
n6 bao gom sbt, gan lach 16n, giam cac dong té bao méu, tang Ferritin, ting men gan, giam Fibrinogen, tang
Triglycerid, bénh nén suy giam mién dich va hién tuong thuc bao méu trong tiry xuong. H-score tir 169
diém duoc can nhic 1a ngudng dé chan doan HLH [4]. Bénh nhan cta chung t6i ¢6 chi s H-score la 255

diém, & mirc nay thi kha nang HLH 1én t6i > 99%.

Bang 3: Thang diém chan doan HLH theo huéng din HLH-2004 va theo chi s6 H-score [3]

Théng sb

Huéng din HLH-2004

Chi s6 H-score

0 (< 38,4), 33 (38,4 - 39,4)

sét (°C) 0 (< 38,5) hoac 1 (> 38,5) hore 49 (- 394
Lach 16n 0 (khong) hoac 1 (co)
152 Y hoc 14m sang Bénh vién Trung wong Hué - S6 85/2023
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Thong s6

Huéng din HLH-2004

Chi s H-score

0 (khong), 23 (gan 16n hoac lach 16n)

Tang 16n hodic 38 (gan lach I6n)
ST ST 0 (1 dong) hodc 1 (2 hodc 3 0 (1 dong), 24 (2 dong)
Giam cac dong té bao mau dong)? hodc 34 (3 dong)®
N i} 0 (< 2000), 35 (2000 - 6000)
>
Ferritin (ng/mL) 0 (< 500) hoac 1 (= 500) hoic 50 (> 6000)

Triglyceride (mmol/L) 0 (<3)hodc1(>3)

0 (< 1,5), 44 (1,5 - 4) hodc 64 (> 4)

Fibrinogen (g/L)

0 (> 1,5) hodc 1 (< 1,5)

0 (>2,5) hoidc 30 (<2,5)

Hién tuong thyc bao mau
tiy xuong

0 (khong) hoac 1 (co)

0 (khong) hodc 35 (c6)

AST (IU/L)

0 (< 30) hoic 19 (= 30)

Suy giam mién dich

0 (khong) hodc 18 (co)

*Pinh nghia la Hb < 90g/L, tiéu cau < 100 x 10%L va bach cau trung tinh < 1 x 10%L
*Pinh nghia 12 Hb < 92g/L, tiéu cau < 110 x 10%L va bach cau < 5 x 10%/L

Epstein-Barr virus (EBV) 1a yéu t6 khoi phat quan
trong trong EBV-HLH, ciing c6 thé 12 nguyén nhan
khoi phat cia HLH tién phat va M-HLH. Khoang
8% dén 27,8% trudong hop M-HLH & tré em 1a bién
ching ctia nhiém EBV, trong khi d6 ty 1¢ nhiém EBV
& tré mic Ch-HLH c6 thé 1én t6i 88% [8]. Bénh nhan
ctia ching t6i cho két qua danh gia EBV duong tinh
v6i ca IgM va 1gG. Mot nghién ctru tai Trung Qudc
cho thay khong c6 su khéc biét c6 y nghia giira giam
bach ciu, thiéu mau, giam tiéu cau, ting Triglycerid
mau, giam Fibrinogen mau, ting Ferritin mau, ton
thuong gan/than, giam hoat tinh t& bao NK va ting
sCD25 gitta nhom c6 EBV duong tinh va am tinh.
Nhung bbi canh EBV dwong tinh c6 APTT kéo dai
hon va nhiéu hinh anh thyuc bao té bao méu trong tiry
xuong hon. Tré M-HLH cé EBV duong tinh duong
nhur ¢6 tién lwong x4u hon [7].

Nhirng bénh nhan HLH thir phat dugc diéu tri
dac biét tuy theo nguyén nhan gay ra, vi nhu khang
sinh cho HLH do nhiém tring hodc @c ché mién
dich cho HLH do bénh ty mién. Luc nay, c6 thé bo
qua phac d6 HLH-2004 khi bénh nhan dap tmg t6t,
trong khi do, khi dap tng 1a khong day di, can ap
dung phac d6 HLH-2004 cho bénh nhan [10].
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M-HLH ¢ tré em van la mot thach thirc vi ty 1&
ttr vong cao. Quyét dinh diéu tri nén dugc dua ra tly
ting truong hop cu thé. Cac nd lyc trong twong lai
dugc dam bao dé nang cao nhén thirc, diéu chinh
céc tiéu chuin chin doan hién tai, lam sang té co
ché bénh sinh va phét trién céc phuong phap diéu tri
trang dich duya trén cac co ché méi dugc tim ra véi
muc dich cai thién két qua cta tré mac M-HLH trong
tuong lai. Trai lai, Ch-HLH co thé duoc kiém soat
bang diéu tri voi steroid, IVIG va khang sinh [7].

Theo bao cédo cua tac gia Hua Pan, 59,1% bénh
nhan M-HLH duoc diéu tri theo phac d6 HLH-2004
ngay tir dau va 18,2% bénh nhan duoc khoi dong
didu tri v6i hoa tri liéu. Ty 1& dap tmg toan bo 1a
68,2%, trong do6 40,9% lui bénh hoan toan va 27,3%
lui bénh mot phan [9].

Trudng hop bénh nhan caa chdng toi, ban dau tré
duoc diéu tri voi Dexamethasone, tam ngung hoa tri
giai doan duy tri. Tré dap ting tot va dugc tiép tuc diéu
tri don thuan bang Dexamethasone, giam liéu dan trong
vong 8 tudn, tré cho thay dap tng tot voi diéu tri tai
thoi diém tuan 2 va tuan 4. Hién tré da ngung diéu tri
Dexamethasone, dugc tiép tuc diéu tri hoa chat giai
doan duy tri theo phéc dd bach cau cap dong lympho.
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Theo mot nghién ciru tai Trung Qudc, thoi gian
song trung binh ctia M-HLH 14 26,9 + 3,82 thang,
thip hon so véi HLH khong lién quan véi ac tinh
(35,03 + 2,19 thang) [9]. Trong nghién ctru nay, chi
c6 5 bénh nhan (3 bénh bach cau cép va 2 bénh u
lympho) dugc ghép té bao gdc dong loai. 4 bénh
nhan dat lui bénh hoan toan sau ghép, 1 bénh nhan u
lympho Hodgkin dat lui bénh mot phén, nhung sau
d6 chét do u lympho tai phat gay bién chimg nhiém
trung [9].

Xét vé Ch-HLH, trong nghién ctru cua Kai
Lehmberg, trong 8 bénh nhan Ch-HLH, c6 2 bénh
nhan chét trong dot cap cua HLH, 3 bénh nhan chét
sau d6 do bach cau cip tai phat hoic cac bién ching.
O tit ca cac bénh nhan, viéc tiép tuc hoa tri bi tri
hoén tai thoi diém chian doan HLH. Viéc lua chon
phac d6 diéu tri ciing c6 su khac biét, 3 bénh nhan
chi diéu tri véi steroid, 4 bénh nhan c6 phdi hop
thém Etoposide va mot bénh nhan dugc thém khang
thé khang CD25. Cac thude khang virus (Acyclovir,
Cidofovir, Foscarnet, Ribavirin) hodc khang nam
(Voriconazole, Liposomal Amphotericin B) da duoc
st dung ¢ 5 bénh nhan [8].

Ty 1¢ tr vong sau 1 ndm cua M-HLH la 56%.
Theo nghién ctru ctia Zhizhuo Huang, thoi gian séng
toan bd ¢ bénh nhan c6 EBV duong tuwong dbi thap
hon so v&i bénh nhan am tinh véi EBV. Hon nira,
bénh nhan c6 APTT kéo dai c¢6 thoi gian song thap
hon so véi nhdm APTT binh thuong (p = 0,012) [7].
IV.KET LUAN

Trong bai bao nay ching téi da mo ta mot truong
hop tré duoc chan doan hoi chimg thuc bao mau
trong giai doan diéu tri duy tri cia bénh bach cau cap
dong lympho. Tré duge phat hién sém tir diu hiéu
sot dai ding, khi thda méin day du tiéu chuan chan
doan tré duge diéu tri don thuan véi Dexamethasone
cho két qua hoi phuc hoan toan c4c bat thuong mién
dich. Tré di dugc ngung didu tri Dexamethasone
va tiép tuc phac do bach cau cap dong lympho giai
doan duy tri nhu cii. Qua day cho thdy cac diu hiéu
giup som nghi ngo hoi chung thuc bao mau & tré
ung thu 1a sdt, giam da dong té bao mau va rdi loan
chire nang gan can dugc chu ¥ xem trong dé tranh
viéc chan doan mudn. Quyét dinh diéu tri nén duoc
dua ra tuy timg truong hop cu thé va tiy thude vao
dap rng cta bénh nhan.
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