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VA NHIN LAl Y VAN

TOM TAT

Qua trinh tao mau dién ra bén ngoai tiy xuong dugc goi
la su tao mau ngoai tay. Day cé thé Ia moét qua trinh sinh ly
cla co thé nhung cling c6 thé 1a mét tinh trang bénh ly lién
quan dén su réi loan hoat dong cla co quan tao mau gap
trong mét s6 bénh ly nhu Thalassemia, thi€éu mau huyét tan
di truyén, xa tay... Chan doan xac dinh dua vao MRI va khang
dinh dua trén két qua giai phau bénh sau phau thuat. Hién
nay c6 nhiéu phuaong phéap dugc st dung dé diéu tri u tao
mau ngoai tiy nhu: phau thuat, xa tri, truyén mau, thuéc diéu
tri té bao dich hoac két hgp cac phuong phap trén. Tuy nhién,
viéc luva chon phuang phap diéu tri phu hop véi tinh trang
chén ép tly nguc do hé tao mau ngoai tly van con nhiéu
tranh luan. Trong bao cdo nay, chung t6i thong bdo 2 trudng
hop dugc chan doan chén ép tly nguc do u tao mau ngoai
tdy dya trén triéu ching lam sang thiéu mau man tinh, c6
bi€u hién chén ép than kinh tuong tng trén hinh dnh phim
chup céng hudng t.Ca 2 bénh nhan ctia chiing téi déu dugc
phau thuat giadi phong chén ép than kinh, c6 dinh cot séng
buéc dau cho két qua héi phuc tot trén 1am sang.

Tu khéa: U tao mdu ngodi tdy xuong, chén ép tdy nguc, thiéu
mdu man tinh

1.DAT VAN BE

Sy tao mau ngoai tly xuong
(Extramedullary hematopoiesis - EMH) la
mot qua trinh tang sinh tao mau tai cac vi tri
ngoai tiy nham bu trir sy thiéu hut té bao
mau va hoat déng bat thudng ctia hé théng
tao mau tly xuong. EMH hay xay ra trén nén
ngudi bénh thi€éu mau man tinh do cac roi
loan huyét tan nhu Thalassemia, bénh da
héng cau, xo tdy xuong, leukemia,

lymphoma hoac thi€éu mau hong cau hinh
liém, dac biét hay gap & cac bénh nhan
Thalassemia thé khéng phu thudc truyén
mau [6]. Co ché chinh xac gay ra EMH van
chua dugc lam sang té [1,4,10]. EMH c¢6 thé
xay ra tai nhiéu co quan va vi tri trong co
thé, hay gap & gan, lach, va hach lympho [2-
6]. Chén ép tly nguc do u tao mau trong
khoang ngoai mang cung la mét tén
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thuong kha hiém gap va lanh tinh, da dugc
bao cdo trong mot so it tai liéu y hoc trudc
day [1,6,8,9]. Bénh thudng dugc ghi nhan
trong do tudi tir 30 — 40, ty & nam gidi nhiéu
gap 5 lan n(r gidi [7]. Nguyén nhan do cac
khéi EMH gay hiéu tng khoi chén ép phan
tay séng chay qua doan 6ng séng tuong
Uing, dan dén cac triéu ching réi loan van
déng cdm giac & dudi noi tén thuong. Bénh
nhan thudng cé biéu hién thi€u mau man
tinh do mac cac bénh nhu leukemia, xa héa
tay, va cdc hoi chiing loan san tay khac hoac
cac bénh thiéu mau di truyén [2,5] kem theo
cac triéu chiing than kinh do EMH cheén ép,
phu thudc vao mic d6 ndng cla cac réiloan
tao mau. Cac triéu ching lam sang chen ép
tdy séng gay ra b&i EMH khong ¢6 tinh dac
hiéu va giai phau bénh van Ia tiéu chuan
vang dé chan doan nhung doéi khi viéc 1ay
mau bénh pham cé thé gay nén cac tai bién

2.CA LAM SANG

Bénh nhan 1:

Bénh nhan nam, 37 tudi, vao vién vi
yéu hai chan. Tién s tan mau huyét tan
diéu tri mot dot khong rd chan doan. Té bi,
yéu 2 chan tirtirtang dan dién bién 2 thang.
Nhap vién trong tinh trang: thé trang gay,
da vang sam, lach to, yéu 2 chan co luc 3/5,
gidm cam giac néng ngang Ts xuéng, dau
vung cot séng that lung, tang phan xa gan
xuong 2 chan. Xét nghiém mau: thiéu mau
nhugc sdc, hong cau nhd, tiéu cau gidm.
MRI cét séng nguc trudc va sau tiém thudc
déi quang ttr c6 hinh anh khéi kich thuéc 8-
10 cm nam sat nhau, c6 vach ngan trong
khoang ngoai mang ciing sau tly nguctu T,
dén T, gay chén ép manh tdy nguc, phu tay,
khéi tén thuong phat trién vé 2 bén canh
song, 6m quanh than cac dét séng nguc,
tang tin hiéu trén TTW va T2W, tang nhe tin

chady mau kho kiém soat khéi EMH dan dén
cac hau qud nghiém trong. Van dé chan
doan sém va lua chon phuong phap diéu tri
trong trudng hgp EMH gay chén ép tuy
séng la rat quan trong dé kip thai phong
tranh va gidm thiéu cac ton thuong than
kinh khong héi phuc. Do d6 trén thuc hanh
lam sang, viéc dinh hudng va dua ra chan
doan xac dinh EMH can dugc dat ra dua trén
tién s cac bénh ly vé mau (nhu
Thalassemia) cung két qua hinh anh can
ldam sang dién hinh nhu phim céng huédng
tu cot séng [7,8,10]. Hién nay, da c6 nhiéu
phuong phap diéu tri EMH dugc ap dung va
cho két qua tét nhu: truyén mau, phau
thuat, xa tri, hay s&f dung cac thuéc chéng
ung thu Hydroxyurea (HU). Tuy nhién viéc
lva chon phuong phép diéu tri toi uu cho
moi ngudi bénh hién van con nhiéu tranh
cai[6, 7].

hiéu so véi tly xuong, cau trdc déng nhat,
ngam thuéc manh, ranh giéi ro, khéng thay
xam lan xuang sudn (Hinh 1). Tén thuong
tuong tu & vung xuong cung cut. Bénh
nhan dugc chan doan Chén ép tay nguc T,
- T, theo déi do EMH/ Bénh Beta
Thalassemia, dugc truyén mau trudc mé.
Nong dé6 Hemoglobin (Hb) trudc va ngay
sau truyén mau dao déng 90 - 92 g/dl, s6
lugng héng cau (RBC) 3,85 - 3,91 G/I, thé tich
trung binh héng cau (MCV) 74,3- 76,6 fl.
Bénh nhan dugc mé cap ciiu m& cung sau
tu T, dén T, quan sat thay trong 6ng séng
c6 cac khéi ngoai mang ciing, mat dé chac,
ranh gidi rd, mau tim d6 hoac nau den dé
chdy mau, kéo dai tur T, - T; gay chén ép tay
ngang muc. Tién hanh ldy bd khéi tén
thuong chén ép tay nguc, cdm mau va cd
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dinh cot séng TsTs— T, Ts. Sinh thiét tuc thi
trong mé hudng dén u co quan tao mau
ngoai tly. Gidi phau bénh dai thé 1a cac khéi
nho kich thuéc 1x1 cm, mau nau den déng
nhat, vi thé 1a mé u cé ranh gidi rd béi vach
x6 manh, cac té bao u thudc dong tiy biét
héa xen lan cac dam nho té bao mé truéng
thanh, khéng c6 dau hiéu ac tinh clia té bao

u (Hinh 3A), két luan: u tao mau ngoai tay.
Sau mé bénh nhan cai thién triéu chung
lam sang tét, dugc truyén mau duy tri muc
Hb 102-110g/dl,RBC 4,16 - 4,48 G/I. Sau 1
tuan ra vién, cad luc 4/5, d& té bi. Sau mo 1
thang, co luc 2 chan 5/5 diém.

Hinh 1: U co quan tao mdu ngoadi tiy c6t séng nguc T,— T, trén MRI.

Cdc khéi EMH ngoai mang cting c6 ranh gidi ré vai tdy, chia nhiéu thiy, tdng tin hiéu trén
T1W, T2-Stir va giam trén T2W (B) trén mdit phdng Sagital (A, B) va Axial (C)

Bénh nhan 2:

Bénh nhan nam 24 tudi, dugc chan
doan va diéu tri Beta Thalassemia nhiéu
nam, vao vién vi yéu 2 chan. Bac diém lam
sang khi vao vién: thé trang gay, da vang
sam, lach to, yéu 2 chan co luc 4/5, dang di
mat viing, gidm cadm giac ndéng ngang Ts
xuéng, tang phan xa gan xuong 2 chan. Xét
nghiém mau: thiéu mau nhugc sic, héng

caunho,Hb 86 -96 g/dl, RBC 4,21 - 4,60 G/I,
MCV 69,8 fl. MRI cot s6ng nguc phat hién
tén thuong trong 8ng séng tu T, dén T,
phat trién vao 16 lién hgp sang 2 bén tao
thanh nhiéu khoi kich thuéc 16n giong véi
dac diém ctia khéi EMH ngoai tay (Hinh 2)
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Hinh 2: U co quan tao mdu ngoai tiy cét séng ngu'c T,- Tg trén MRI va XQ sau mé

Khéi EMH trong 6ng séng gdy cheén ép tdy T, - T,, va cdc EMH khéi phdt trién tir xuong sudn
vd trong 16ng nguc cé ranh gidi ré, nhiéu thiy riéng biét, khdng xam ldn té chiic xung quanh, téng
tin hiéu trén T1W (A,B) va giam trén T2W trén mdt phdng Sagital, Axial (C). Phim XQ sau mé cua

nguoi bénh (D)

Bé&nh nhan dugc chan doan Chén ép
tay nguc T4— Ts theo d6i do EMH/ Bénh Beta
Thalassemia, dugc phau thuat mé cung sau,
lay bo khéi chen ép tly nguc, c6 dinh cot
song TsT4-Te-TsTo. Cac khéi tim thay trong
6ng séng cé tinh chat tuong tu nhu khéi mo
ta & trudng hop dau tién. Giai phau bénh vé
dai thé va vi thé dién hinh clia u co quan tao
mau ngoai tay (Hinh 3B). Hau phau bénh

nhan dugc truyén mau duy tri Hb 87 - 115
g/dl,RBC 4,14-4,99 G/I, MCV 72,9 fl. Sau mé,
lam sang than kinh chan phai biéu hién tét,
cd luc 4/5, d6 té; chan trai ca luc 3/5 (gidm 1
bac). Chup cat I6p vi tinh va cong hudng tur
ving mé khéng phat hién bat thudng phu
hgp véi triéu ching 1am sang. Sau mé 1
thang, co luc chan phai 5/5, chan trai 4/5
con té bi.




Hoang Gia Du | Tap chi Y hoc Lam sang | S6 123

AD 0823- 100x

A

» AD0823- 400x

AC 9438- 100x

Hinh 3: Hinh dnh giai phau bénh co quan tao mdu & bénh nhén 1 (A) va bénh nhén 2(B) du6i
kinh phong dai x 400 trén tiéu ban nhuém HE

3.BAN LUAN

EMH la co ché tao mau bu trir cho
tinh trang thiéu mau man tinh do giam san
héng cau tai thy xuong trong cac bénh mau
nhu u bach cau cap, xo héa tay, cac hoi
chuing loan san tuy khac, bénh ly tan mau
man tinh va bénh réi loan sinh héng cau
nhu thalassemia [2-5]. EMH thudng gap &
bénh nhan Thalassemia thé khéng phu
thudc truyén mau, ty 1é gap EMH & nhiing
bénh nhan nay c6 thé 1én dén 20%, so vdi ty
6 dudi 1% & nhiing ngudi bénh
Thalassemia thé phu thudc truyén mau, do
& bénh cdnh nay ngudi bénh dugc duy tri
truyén mau thudng xuyén [7]. Cac vi tri ¢
thé xuat hién EMH dugc cho 1a cé tham gia
vao qua trinh tao mau cla bao thai trong
suét thai ky, thong thudng qua trinh nay
dung lai ngay sau khi tré dugc sinh ra, tuy
nhién cac mé lién két cia mach mau van
duy tri dugc khd nang tao mau trong trudng
hgp su tao mau & tdy xuong dién ra khéng

hiéu qua va kéo dai. Nguon géc ctia EMH
canh c6t s6ng van chua thuc su sang td, cé
giad thuyét cho rang la do cac té bao tao mau
di chuyén truc ti€p ti xuong x8p di qua vo
xuong cla than dot song hoac dau det cla
Xuong suon ra bén ngoai hodc tir cac té bao
tao mau thdi ky bao thai con sét lai bén
ngoai mang cung dugc kich hoat do qua
trinh thi€u mau man tinh hodc cling c6 thé
xuat phat tir cac té€ bao tao mau clia cac
nhanh mach mau lién sudn [7, 10]. Khodng
80% cac trudng hgp EMH khéng c¢é triéu
chuing, tuy nhién néu & canh tly séng EMH
c6 thé gay ra tinh trang chén ép than kinh
[6]. Truong hop chén ép tdy séng gay liét
van dong hai chi dudgi dau tién dugc mo ta
bdi Gatto nam 1954, khi d6 cac chan dodn
dugc dua ra dua chl yéu vao lam sang va X
quang tdy can quang. Su ra dgi ca may
chup MRI khoang cudi nhung nam 80 da ghi
nhan nhiéu bao cdo vé EMH tai nhiéu vi tri
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khac nhau. Du giadi phau bénh la tiéu chuan
vang trong chan doan, song chup MRI ¢t
séng van la lua chon phé bién va quan
trong trong viéc chan doan va theo déi cac
khéi EMH canh c6t séng do tinh it xam lan
clia phuong phap nay. Khoi EMH thuc chat
khong phai tén thuong u ma chi gom cac té
bao tao mau biét héa binh thudng, xen lan
b&i cac dam té bao m& trudng thanh, khong
thay di san té€ bao. Vi dac diém cau truc
giong tay xuong c6 cac dam té bao m& nén
dac diém hinh anh trén phim chup MRI cuia
cackhoilatang tin hiéu trén cda TTW va T2W,
déng nhat, ranh gidi ro, bat thuoc doi
quang tU manh do giau mach nuéi dudng,
khéng thdy dac diém xam lan, pha hay t6
chtic xung quanh [1]. & hau hét cac vi tri tén
thuong EMH tao thanh cac khéi ranh gidi ré
nhung tén thuong & gan va & lach thi cé thé
& dang lan tda, trén hinh anh chi thay gan,
lach tang kich thudc, hodc cling ¢6 thé tao
thanh cac khéi khu trd trong nhu mé. Mét
s trudng hgp nhiing thay déi clia xuong
do tang sinh tly dap Ung bu tru tinh trang
thi€u mau kéo dai duoc biéu hién bai sumé
rong tdy xuong, cac ban vé xuong mong &
xuang hép so véi hinh anh dién hinh “toc
moc ngugc” (hair-on-end), cling c6 thé thay
& mét s6 xuang khac nhu xuong cét song,
Xuong sudn, xuong chau, xuong dai [5].
Cac phuong phap diéu tri EMH hién
nay goém coé: truyén mau, xa tri, phau thuat,
chat chéng té bao ung thu Hydroxyurea
(HU) hoac két hop cac phuong phap trén
[7]. Viéc lua chon phuong phap diéu tri
thich hgp phu thuéc vao kich thudc khéi
EMH, muc d6 chén ép tay, dién bién lam
sang va cac phuong phap diéu tri ap dung
trudc day & ngudi bénh. HU 1a mét chat uc
ché ribonucleotide reductase, cé tac dung
kich thich san sinh Hemoglobin bao thai
(HbF), va dugc sit dung trong diéu tri mot s6
loai ung thu mau. Dap ting diéu tri ctia khoi

EMH véi HU thudng cham va ty 1é tai phat
cao vi vay diéu tri bang HU thuong dugc
xem la mét phuong an diéu tri du phong tai
phat EMH [9]. Do ban chat cta EMH la su
tang sinh san xuat hong cau nham dép ting
lai su thi€u mau kéo dai cla co thé, truyén
mau thudng xuyén dugc cho rang c6 kha
nang gidm hoat déng va kich thudc ctia cac
kh6i EMH. Truyén mau va HU déng mét vai
trd quan trong viéc diéu tri va du phong tai
phat khéi EMH; d6i khi truyén mau con
dugc xem la phuong phap diéu tri dau tay
va co ban déi vdi tat ca cac ca bénh EMH cé
triéu chung, dac biét la cac trudng hgp
khong thé thuc hién phau thuat nhu mang
thai hodc thi€u mau nang. Tham chi truyén
mau con dugc st dung nhu mét phuaong
tién chan doan do khéng mét khéi U tay
nao dap ung véi truyén mau ngoai trir EMH
[7,8]. Tuy nhién, truyén mau c6 thé dem lai
nhiéu nguy co trong qua trinh diéu tri nhu
nhiém trung, phan Ung bat déng nhom
mau, qua tai sat [6,7,8]. Néng do
Hemoglobin sau truyén mau dugc khuyén
cdo duy tri > 10 g/dl [7]. Xa tri la mot
phuang phéap hiu hiéu trong diéu tri EMH,
do tinh nhay cdm ctia t6 chiic tao mau vdi
tia xa. Liéu thong thuong 900 - 3500 cGy.
Trong mot s6 bao céo, xa tri don doc c6 thé
dem lai két qua cai thién chic nang than
kinh va gidam kich thuéc khoi & 50% s6
ngudi bénh sau 3-7 ngay diéu tri. Tuy nhién
ty lé tai phat 1a 9-37% sau liéu xa tri dau tién,
bén canh dé la nguy co nhiém déc phéng
xa va ton thuong tly khéong héi phuc. bé
gidm thiéu cac nguy co trén xa tri thudng
két hop véi liéu phap corticoid liéu cao [3,4].
Trong hau hét cac trudng hgp truyén mau,
phoi hop véi hda tri hodc xa tri do nguyén
nhan la cac loai ung thu thudng co két qua
tot [3, 6]. Nguac lai, trong mot vai bao céo,
su dap Ung cla khoi EMH d6i truyén mau,
xa tri va HU ddi khi dién ra rat cham, khéng
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da va chi mang tinh chat tam thoi. Do vay
trong nhiing truong hop chén ép tay cap
tinh thi hiéu qua diéu tri clia cac phuong
phap trén rat han ché. Nén xem truyén mau
va xa tri lic nay la mot phuong phap diéu tri
bé trg trudc va sau phau thuat nham cung
cap day du Oxy cho tdy song trong qua
trinh mé cling nhu du phong tai phat [3, 7].
Lic nay chi dinh phau thuat gidi phéng
than kinh dugc dat ra nham tranh cac bién
ching néu trén.

Phau thuat giai ép than kinh duoc
chi dinh trong trudng hgp ngudi bénh
khéng dap Ung véi cac phuong phap diéu
tri néu trén (1) hoac triéu chiing yéu liét do
chén ép tay dién bién cap tinh de doa tén
thuong than kinh khéng héi phuc (2). Mot
s6 bao cdo dé xuat nén chi dinh phau thuat
& nhitng ngudi bénh ¢6 muc co luc tu 3/5
trd xudng, khéng thé tu di lai dugc hoac réi
loan co tron. Sau phau thuat, can két hap
diéu tri truyén mau, héa - xa tri nham tranh
su tai phat cia EMH. Tuy c6 thé cai thién

4. KET LUAN

Cac khoi tao mau ngoai tay xuong gay
chen ép tly nguc hiém gap. Tuy nhién trudc
cac bénh nhan thiéu mau man tinh c6 biéu
hién chen ép tdy nguc thi mét trong cac
nguyén nhan ching ta can nghi dén la cac
khéi tao mau ngoai tly & khoang ngoai
mang cing. Chi dinh phau thuat lay bé cac
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ABSTRACT

THORACIC CORD COMPRESSION CAUSED BY EXTRAMEDULLARY HEMATOPOIESIS IN
THALASSEMIA PATIENTS: TWO CASES REPORT AND LITERATURE REVIEW

The hematopoiesis occurs normally in marrow of the bones in adult human bodies. The
extramedullary hematopoiesis (EMH) refers to hematopoiesis outside the medullar of the
bones. This process can be a normal physiology of hematopoiesis system or a consequence of
several diseases such as thalassemia, hereditary spherocytosis, myelofibrosis... The definitive
diagnosis was based on thoracic spine MRI and confirmed by post-operative biopsy. Thoracic
extramedullary hematopoiesis represents as a rare phenomenon complicating several chronic
hemopathies. This diagnosis should be born in mind in case of spinal cord compression masses
in a patient with chronic hemolytic anemia in order to avoid dangerous surgical interventions.
Even though there are many methods used to deal with those complication such as surgery,
radiotherapy, transfusion, cytostatic agents, or a combination of these modalities, the
treatment choice has been largely uncontroversial. Here in we report 2 cases of extramedullary
hematopoiesis presented with chronic anemia associated with spinal cord compression signs
corresponding with thoracic spine magnetic resonance imaging. Two patients in the report
who underwent thoracic pedicle screw fixation and spinal cord decompression as the main
treatment showed the good clinical outcomes in short-term follow-up.

Keywords: thoracic extramedullary hematopoiesis, thoracic cord compression, chronic anemia.
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