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BAO CAO CA BENH LO’ XE MI CAP TIEN TUY BAO HIEM GAP
TAI VIEN HUYET HOC VA TRUYEN MAU TW

Pham Hai Yén!, Nguyén Ngoc Diing?, Nguyén Thi Mai?,

TOM TAT

Lo xé& mi cap tién tiy bao 1a mot thé ung thu
mau &c tinh vai triéu chiing cha yéu 1a thiéu mau,
rbi loan dong mau va nhidm khuan. Tham nhiém
ngoai tuy nhu da, than kinh TW, loi rat hiém gap
& bénh nhan méi duoc chan doan, mic du nhitng
biéu hién nay ciing da duoc mo ta vai ty Ié thap
trong nhirng truong hop tai phat. Ching t6i ghi
nhan va bao cdo mét treong hop bénh nhan nam
22 tudi, nhap vién vi dau xuong, yéu cac chi ting
dan kém theo thiéu mau nhe va rdi loan dong
mau. Bénh nhan dwoc chin doan lo-x&-mi cap
tién tay bao c6 tham nhiém than kinh dya trén
sinh thiét tay xuong, gene PML/RARa va FISH
t(15;17) duong tinh va két qua chup MRI. Bénh
nhan dwoc diéu tri theo phac 4o voi
Daunorubicin + ATRA va cho thiy su cai thién
ro rét vé 1am sang.

Tir khoa: Lo-x8-mi cap tién tay bao; xam lan
than kinh

SUMMARY
Acute promyelocytic leukemia is a rare form
of malignant blood cancer. Common symptoms
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of the disease are anemia, coagulative disorders
and infections. However, extramedullary
manifestation of tumor cells as spinal, skin or
nerve in acute promyelocytic leukemia is a very
rare condition. We record and report a case of a
22-year-old male patient who was admitted to the
hospital because of bone paiting, weakness of the
four limbs with ascending level beside anemia
and coagulated disorder. He was diagnosed acute
promyelocytic leukemia with nerve involvement
based on bone marrow aspiration, bone marrow
biopsy, PML/RARa gene mutation, t(15;17)
mutation on FISH and MRI. He recieved
Daunorubicin + ATRA and initially showed great
clinical improvement.

Keywords: Acute promyelocytic leukemia,
nerve involvement.

I. DAT VAN DE

Lo-x&-mi cap tién tay bao chiém khoang
7% dén 8% trong sb lo-xé-mi cap dong tuy &
nguoi 16n. Bénh dic trung boi su ting sinh té
bao 4c tinh hinh théi tién tay bao va co
t(15;17) tao ra gen dot bién PML/RARa.
Bénh dién bién rat cip tinh véi cac biéu rdi
loan dong mau nang nhu dong mau ndi mac
rai rac (DIC), de doa tinh mang va can diéu
tri tich cuc. Mot sb bao céo trude diy ghi
nhan ty Ié tir vong 1én dén gan 50%. Da hoa
tri liéu 1a phuong phap diéu tri duy nhit ¢
thoi diém nay nhung ty Ié dat lui bénh hoan
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toan chi dugi 60% va ty 1¢ bénh nhan séng
trén 2 nam chi & muc 20-40%. Tuy nhién vai
viéc tim ra all-trans retinoic acid (ATRA) va
arsenic trioxide (ATO), diéu tri lo-xé-mi cap
tién tay bao budc sang mot trang méi, lo-xé-
mi cap tién tay bao tré thanh thé bénh lo-xé-
mi cap c6 kha ning chira khoi véi ty 1& lui
bénh hoan toan dat t&éi 90% trong 5 nam [1].
Vi vay, chan doan chinh xac lo-xé-mi cap
tién tay bao rat quan trong, gilip bénh nhan
sém duoc diéu tri bang ATRA hoic ATO.

Il. GIO1 THIEU CA BENH

Bénh nhan nam, 22 tudi, tién sa khoe
manh. 6 thang truéc bénh nhan xuat hién
thiéu méu, dugc chan doan DIC man/ rdi
loan sinh tay (MDS-EB2, tuy d6 va sinh thiét
tay xwong nghéo té bao, cdt hda nhiéu, co
14% blast) tai Vién Huyét hoc- Truyén mau
TW, diéu tri triéu chang véi khang sinh,
chéng dong heparin trong lugng phan tir
thap. Sau 6 thang, bénh nhan xuat hién dau
xuong dai, han ché van dong ving cot song
co va lan xudng vai phai kém theo yéu co
viing canh tay phai. Sau do tiép tuc xuat hién
bi tiéu, yéu 2 chi dudi tang dan.

Kham 1am sang cho thdy: Bénh nhan dau
xuong toan than, han ché van dong cot séng
co, co lyc céanh tay phai 1/5, co luc canh tay
trai 3/5, co luc 2 chi duéi 1/5, con cam giac
ndng va sau, tiéu qua sonde, nudc tiéu trong,

dai tién tu chi, c6 thiéu mau, khdng c6 xuat
huyét, sét 38,3°C.

Céc xét nghiém cho két qua nhu sau:
MRI cot séng ¢b - nguc - thit lung: Thim
nhiém lan téa phan mém quanh CS nguc, CS
cd, dam rdi than kinh canh tay 2 bén vu thé
hon bén phai, that lung cung; Hinh anh day
mang tay lan rong ngam thudc manh, chén
ép nguc va dudi nguc (Hinh 2.1). Hb 92 g/I,
TC 135 G/I, BC 6.05 G/I (N 82%; L 9%; M
9%, khdng c6 té bao blast). Fibrinogen 5.36,
PT 51%, tAPTT 1.15, ruou (+++), D-Dimer
>7650 ng/ml, LDH 288 U/L. Choc tuy ¢ gai
chau sau trén hai bén déu khong hut dugc
dich tay. Choc tiy ¢ xwong tc hit duoc rat it
dich tay, trén lam nhuém Gieemsa thdy mat
do té bao giam, 75% blast hinh thai hudng
dén tién tay bao véi mot sé c6 nhan soi
guong, nguyén sinh chat ting hat, c6 gia tlc,
wa base manh (Hinh 2.2 A-C). Sinh thiét tay
xuong gip nhiéu khu vuc tay hoai tir, vai
khoang sinh méau con lai ¢ mat do té bao
binh thuong véi khoang 50% té bao ac tinh,
mot sé khoang con lai ting sinh xo va cot
héa (Hinh 2.2 D-F). Phat hién gene
PML/RARa bing ky thuat RT-PCR. Phét
hién chuyén doan t(15; 17) trén manh sinh
thiét tuy xwong bang ky thuat FISH (Hinh
2.3). Dich ndo tay: trong, rat it té bao, protein
4,39 g/l, glucose 2,54 pmol/l, Clo 120
pumol/l.
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Hinh 2.1: (A) Hinh anh day mang tiy cgt song cé nguc. (B) Hinh danh tham nhiém lan téa
phan mém quanh cot Song thdt lung ciing.
-
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Hinh 2.2. (A).Blast trong tay xwo'ng (B). Té bao blast dwong tinh véi Perokydase. (C)Té
bao blasts dwong tinh véi Sudan den. (D) Khu vuc tiy hogi tir (E). Khu vuc tiy ting sinh
té bao blast (x10). (F) Hinh dnh ting sinh blast ¢ vt kinh x40.

Hinh 2.3. Hinh anh FISH t(15;17) trén mdu bénh pham sinh thiét tiy xwong
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Bénh nhan duoc chan doan lo-x&-mi cap
tién tay bao c6 DIC 5 diém va tham nhidm
cot séng duoc diéu tri bang phac do
Daunorubicin 60mg/ngay trong 3 ngay va
ATRA két hop vai heparin trong lugng phan
tr thip 4000 Ul/ngdy, giam dau. Sau 1 tuin
diéu tri, triéu chitng 1am sang cai thién, bénh
nhan d& dau, sé lan dung thudc giam dau
giam, bit dau c6 thé dang day. V& xét
nghiém, Hb tang dan (tir 92 g/l 1én 108 g/l),
D-dimer giam (10.027 ng/ml xuéng con 2229
ng/ml).

I1l. BAN LUAN

Lo-x&-mi cap tién tay bao duoc md ta lan
dau tién vao nam 1949 bai cac nha huyét hoc
Phap véi céc tridu chimg xuat huyét ning
dan dén tir vong nhanh chéng. Pac diém noi
bat cua lo-x&-mi cip tién tay bao I tinh
trang xuat huyét rat ning, da dang, dac biét 1a
xuat huyét ndo, nguyén nhan gay tir vong cua
10-30% cac truong hop. Ty 1€ tir vong con
khoang 5% ké tir khi ap dung cac phac d6
diéu tri c6 ATRA [2]. Chuyén doan t(15;17)
tao ra gen PML/RARa, két hop giita gen
RARa ¢ vi tri 17921 (mad hoa cho protein
RARa) voi gen PML ¢ vi tri 15922 (mé& hda
cho protein PML), dugc xem nhu yéu td
chan doan xac dinh bénh. Hinh thai hoc té
bao tay xuong va hoa hoc té bao ciing 1a yéu
t6 quan trong, nhiéu trudng hop co tinh chit
quyét dinh diéu tri khi chua co két qua xét
nghiém gen vi tinh chat cap tinh va ty I¢ ti
vong cao cua bénh. Té bao blast trong lo-xé-
mi cap tién tay bao thuong cé kich thudc
I6n, nhan thuong c6 dang soi guong hoac rat
cudn va co thé thay hat nhan, nguyén sinh
chat rong, nhiéu hat, chira ca b6 thé Auer,

mot dic trung cua thé bénh nay. Té bao blast
biéu hién dwong tinh manh  V6i
Myeloperoxidase va Sudan den B, trong khi
PAS va Esterase khong dac hiéu am tinh [3].

Béo céo cua ching tdi V& truong hop
bénh nhan nam 22 tudi, chan doan lo-xé&-mi
cap tién tay bao c6 thAm nhiém cot séng lan
toa tir tiy cd dén that lung cung. Tiép can
ban dau vai ton thuong trén MRI, tinh chat
dau lan toa (dung thudc giam dau khong cai
thién), thoi gian dién bién lau, DIC man kéo
dai khién bac sy 1am sang huéng t6i bénh ly
vé khéi u hodc ung thu di cin gy chén ép.
Ngoai ra, mau ngoai vi khéng co té bao blast
va chi ¢6 thiéu méau nhe. Choc hit tay xuong
kho khin, nghéo té bao va khong lay duoc
dich tay dé lam xét nghiém vé di truyén va
phan loai mién dich. Hinh thai hoc trén tay
dd kha dién hinh cua tién tay bao. Tuy nhién,
khang dinh chinh xac phai dua trén xét
nghiém FISH t (15;17). Pay la ca bénh hiém
gap ciing nhu c6 nhiéu khé khin trong chan
doan. Céac bao cao ciing ghi nhan biéu hién
ngoai tay trong lo-xé-mi cap tién tay bao &
nhoém méi chan doan rat hiém gap. Tham chi
v6i nhom lo-xé-mi cap tién tay bao tai phat,
cac biéu hién ngoai tay chi chiém 3% —5%
[4]. Céc ghi nhan biéu hién ngoai tay khong
c6 théng ké ty 1& cu thé ma chi 14 cac béo céo
ca bénh vira boi hiém gip, vira do triéu
chang 1am sang rat da dang, dic biét ton
thuong tham nhidm cot séng, cing mot vi tri
ton thuong nguyén phat ma mdi bénh nhan
lai c6 mot dic diém 1am sang va xét nghiém
khac nhau nhu truong hop bao cao bénh
nhan nir 26 tudi nhap vién vai biéu hién dau
lung; liét chi dudi va tong phan tich té bao
mau ngoai vi cho thay c6 giam ba dong [5];
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hay truong hop bénh nhan nam 14 tudi, di
kham vi liét chi dudi nhung két qua tong
phan tich t& bao mau ngoai vi hoan toan
khéng c6 biéu hién bit thuong [7]. Nhu
chung ta da biét, cac truong hop ¢6 biéu hién
bit thudng mot trong cac dong mau ngoai vi
goi y béac sy 1am sang can kiém tra tay xuwong
dé phat hién sy c6 mat caa té bao blasts va
kém theo d6 lam xét nghiém phéat hién dot
bién gen PML/RARa dé chan doan xac dinh

lo-xé-mi cip tién tay bao. Tuy nhién trong
nhitg truong hop lo-xé-mi cap tién tay bao
tham nhidm cot sdng, bénh nhan cé thé
khong c6 thay dbi ba dong mau ngoai vi
cling nhu khong c6 réi loan dong mau (Bang
3.1). Bo6 1a ly do tai sa0 ma cac bac sy lam
sang cd thé nghi dén bénh 1y ung thu ngoai
huyét hoc va chi dinh sinh thiét ton thwong
cot sdng thay vi kiém tra tiry xwong.

Béng 3.1. So sdnh cdc truong hop lo-xé-mi cap tién tiy bao cd xam lén cét séng

N .. 4. | Triéuchiang | Vitritén . . .| Réiloan
Tac gia Gigi/tuoi . Mau ngoai vi | _, )
chinh thwong dong mau
: b : Thiéu m4 .
Chung toi Nam/22 ?u RUOnS, Cot song et mau Co
yéu 2 chan nhe
Tay Za Kyaw [5] Nir/26 Dau lung, liét | Cotséng | Giam 3 dong Khdng
ot, liét chi . Thiéu mé
Savranlar A [6] Nam/18 Sot, Ie‘ft. el Cot song . Ieu.; auA, Khong
dudi giam tiéu cau
Stankova J [7] Nam/14 Liét chi dudi Cotséng | Binh thuong Khéng
ShahNN[8] | Nam/56 | Daulung | Cotséng G'ag:%h Khong

V6i bénh nhén cua chdng t6i, bénh nhan
da dugc kiém tra tiy xuong sém sau khi
choc dich ndo tay mot phan vi bénh nhan da
c6 tién st chan doan rdi loan sinh tay tir
trude. Do d6 bénh nhan da duoc chan dodn
diéu tri sém. Trudc kia, lo-x€-mi cap tién tay
bao la thé bénh co tién luong Xau, diéu tri
bénh chi dung lai ¢ da hoa tri liéu két hop
anthracyline va aracytine cho ti 1€ lui bénh
hoan toan khoang 65%, s con lai tir vong
kh& sém do bién chung chay méu lién quan
dén rdi loan dong méau hoac khang tri. Tur khi
c6 ATRA, cuc dién hoan toan thay doi véi
khoang 90% dat lui bénh hoan toan trong 5
nam [1]. ATRA ciing cai thién nhanh chdng
tinh trang rdi loan dong méu. Tuy nhién bénh
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nhan dwgc diéu tri véi ATRA don thuan
thong thuong dé tai phat. Vi vay, két hop
ATRA va hoa tri liéu sé lam giam ti Ié tai
phat xuéng khoang 30%, va trén nhitng bénh
nhan c6 bach ciu ting nhanh s& ngin hoi
ching ATRA [7], [8]. Bénh nhén cua chdng
t6i sau khi c6 chan doan xac dinh lo-x&-mi
cap tién tay bao di dwoc diéu tri bang
Daunorubicin 600mg/ngay trong 3 ngay két
hop ATRA 40mg/ngay. Két hop véi diéu tri
nhiém khuan bang khéng sinh, diéu tri DIC
bang tiém dudi da heparin trong luong phan
tr thap 4000 Ul/ngay. Két qua diéu tri sau 7
ngay, bénh nhan giam céc triéu ching dau
cot séng thit lung, giam té bi va bat dau di
lai duoc.
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IV. KET LUAN

Lo-x&-mi cap tién tay bao hién nay duoc
coi 1a mot thé bénh co tién lwong tét nhat
trong nhém bénh lo-x&-mi cip nho co ché
bénh sinh cua bénh ngay cang duoc hiéu rd
va su ra doi cia ATRA trong diéu tri. Do
biéu hién thdm nhiém than kinh, xuong,
da,... rat hiém gap nén bénh thuong bi bo s6t
trong nhiing trudng hop nay. Huyét tay dd
két hop két qua dot bién dic trung 13 t(15;
17) gitp chan doan xac dinh bénh. Chlng toi
bao cao truong hop lo-xé-mi cap tién tay bao
c6 xam l4n than kinh va cot séng rat hiém
gap nham lam phong pht thém céc trudng
hop lo-xé-mi cip tién tay bao bén canh
nhiing trudng hop dién hinh véi thiéu mau va
réi loan dong mau nang.
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