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MAU TU NGOAI MANG TUY O’ BENH NHAN THIEU MAU TAN MAU BETA
- THALASSEMIA: BAO CAO TRUO'NG HO'P LAM SANG VA NHIN LAI Y VAN

Hoang Hiru Pirc!, Nguyén Viét Lwc!, V6 Vin Thanh'2, Ngo Thanh T,

TOM TAT

Mau tu ngoal mang cing tdy la mot bénh ly it gap
c6 thé gay ton thuang than kinh khong hoi phuc néu
khong X ly kip thdi. Mau tu ngoai mang cling tuy
s6ng & nhu’ng benh nhan Thalassemia the trung gian
thudng co6 nguyén nhan do su tao mau bat thudng
ngoai tuy (Extramedullary hematopoiesis) khi lugng
mau san xuat trong tay xuong bénh nhan khong da
cung cap cho he tuan hoan Mau_tu ngoai mang tuy
nay cé thé gay chén ép tuy dan dén nhitng t6n
thudng than kinh trén Iam sang yéu, liét. Ching toi
bdo cao trudng hop Iam sang benh nhan nam 15 tudi
dugc chan doan tao mau ngoai mang tay nguc T4-T8
trén § —Thalassemla liét tuy dudc phau thuat M& cung
sau g|a| ép va truyen mau bd trg tai khoa Phau thuat
cot song — Bénh vién Hiu nghi Viét blrc. Sau mo 01
thang bénh nhan phuc hoi chirc nang hoan toan. Sau
mo 6 thang, khéng c6 t8n thuong tai phat trén Cong
hudng tir.

T khoa: Mau tu ngoéi mang cung tay song,
mau tu ngoai mang tuy, sinh mau ngoai tdy,
Thalassemia thé trung gian, p -Thalassemia.

SUMMARY
EPIDURAL HEMATOMA IN THALASSEMIA
INTERMEDIA DUE TO EPIDURAL
EXTRAMEDULLARY HEMATOPOIESIS: A

CASE REPORT AND LITERATURE REVIEW

Epidural hematoma is a rare disease that can
cause irreversible nerve damage if not treated
promptly. Spinal cord epidural hematoma in
Thalassemia intermedia patients is often caused by
extramedullary hematopoiesis. The amount of blood
produced in the patient's bone marrow is insufficient
to supply the circulatory system. This extramedullary
hematoma can cause spinal cord compression leading
to clinical nerve damage: weakness, and paralysis. We
report a case of a 15-year-old male patient diagnosed
with Epidural Extramedullary Hematopoiesis in Beta -
Thalassaemia T4-T8 level at the Department of Spine
Surgery - Viet Duc University Hospital. An emergency
T4-T7 decompressive laminectomy and blood
transfusion were performed. One month
postoperative, the patient has complete rehabilitation.
Six months postoperative, there is no evidence of
recurrence on MRI.
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I. DAT VAN DE

Qua trinh tao mau xay ra trong sudt cudc ddi
dé san xudt va bd sung tit ca cac dong té€ bao
cla hé théng mau théng qua cac té bao goc tao
mau (hematopoietic stem cells). Trong thGi ky
phéi thai, qua trinh tao mau dau tién xay ra
trong tui noan hoang.! Sau do, gan cla thai nhi
va la lach la nhitng vi tri tao mau chinh trong ba
thang cudi thai ky.2 Dan dan, vi tri tao mau chinh
chuyén dén tiy xuong trong ba thang th( ba cla
thai ky.3 Trudc khi sinh, tao mau xay ra bén
ngoai cla tly xuong dudgc goi la tao mau sinh ly.
Sau khi sinh ra, tiy xuong trd thanh co quan tao
mau chinh. Trong mét s6 bénh Iy man tinh doi
hoi phai san xudt qua mirc cac thanh phan cua
mau, sy tao mau cua tuy xudng la khong du,
dan dén viéc mé rong cd quan tao mau ra ngoai
tdy xuang goi la tao mau ngoa| tuy (TMNT).

TMNT do thi€u mau cé thé xay ra trén nerng
bénh nhan Thalassemia va bénh xd tly c6 thé
gay ra cac bién ching Iam sang nhu cac khoi &
gan, lach, tay song.

Khéng giéng nhu bénh nhan Thalassemia thé
nang dugc truyén mau thudng xuyén tir nho,
Thalassemia thé trung gian khéng dugc truyén
mau thudng xuyén. Thi€u mau man tinh va tao
hong cau khéng hiéu qua la nguyén nhan gay ra
tao mau ngoai mang tuy & nhiing bénh nhan
nay. Tuy nhién, mau tu ngoai mang cing tly do
TMNT la mot bién chirng cuc ky hiém gdp cua
bénh thalassemia thé trung gian.*

Il. TRUONG HQP LAM SANG:

Bénh nhan nam 15 tudi, tién s’ dugc chan
dodn B -Thalassaemia tir ndm 2 tudi tai vién
Huyét hoc truyén mau trung uong. Bénh nhan
dugc truyén mau dinh ky 1-2 thang/1 lan. Bénh
nhan xudt hién dau vung cdt séng nguc that
lung kém yéu 2 chan tang dan 7 ngay trudc vao
vién kém bi tiéu, bi trung dai tién. Bénh nhan
khong cd tién sir chan thuong, khong co tién sur
tiém choc vao vung lung.

Kham Idm sang vao vién: Bénh nhéan tinh
tdo, tri gidc Glasgow 15 di€m, da niém mac nhot.
Co luc 2 tay 5/5, c@ luc 2 chan 1/5, giam cam
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gidc dau, cdm gidc ban thé vi tri ngdén khéng
chinh xac. Tang phan xa gan t&r dau. Khéng tu
tiéu dugc.

Cong thirc mau vao vién: Hematocrit: 0,302
L/L, Hemoglobin: 99 g/L, MCV: 68,5 fL, MCV:
33,4 pg, Platelet: 209 g/L. X- quang nguc: Khong
thay bat thudng

Hinh 1. X quang nguc thang cua bénh nhén

Trén phim Cong hudng tir c6t séng nguc -
that lung co tiém thubc d6i quang tir, thdy hinh
anh khGi mau tu ngoai mang tly gay chen ép tuy
nguc han 50% dudng kinh ong séng, cd cac khai
nghi ngG TMNT & vtlng S1 S2 S3 (Hinh 2).

"‘\\ i \ | {

Hinh 2: Khéi mau tu ngoai mang cung géy chen
ép tuy sbng tu' ngang T4 dén T8 giam tin hiéu
trén chuoi xung T1 T2 (Mdi tén trang), khéi
TNMT nho mat sau thén dot séng S1 (hinh sao)
va trong éng séng S2 S3 (Mdi tén do)

Ching toi chan doan: Mau tu ngoai mang
tdy do tao mau ngoai tay chén ép tay/
Thalassemia

V8i bénh canh 1am sang c6 tdn thuong than
kinh mic d& ndng, ching toi quyét dinh mé cap
cltu cho bénh nhén, trudc mé bénh nhan dugc
truyén 03 dan vi Hong cau khoi cing nhém mau
va 03 don vi huyét tuong tuci dong lanh. Cach
thirc phau thuat: M& cung sau T4 T5 T6 T7 lay
mau tu giai ép. Mau tu ngoai mang tay co dac
diém dong thanh bao tuong (ing véi 04 bao trén
MRI (Hinh 2). Sau phau thuat 02 ngay, bénh
nhan co chan dudc khdi mat giudng, sau md 05
ngay, bénh nhan c6 thé ding cb trg dd. Bénh
nhan dudc chuyén Vién huyét hoc truyén mau
Trung uong diéu tri xa tri va truyén mau tié€p.

A
Hinh 3. Hinh dnh cét Idp vi tinh sau mé thdy
hinh anh md cung sau (Mdi tén do) va phi dai

cac be xuong xép rong trong than dét séng nguc

(Mdi tén trang).

Hinh anh MRI sau mé 03 ngay: Khéi mau tu da

dugc I3y bo, tuy dugc giai phdng chén ép.

Hinh 4. MRI sau maé: tuy séng duoc giai ép co
kich thudc nhu binh thuong (mdi tén trang).
Sau 01 thang: Bénh nhan di lai dugc binh
thuding, tu tiéu, trd vé cudc s6ng binh thudng.

IV. BAN LUAN

Tao mau ngoai tuy la hién tugng bu trir sinh
ly xay ra do tly xuong khéng du chlc ndng dé
dap Ung nhu cau cua hé tuan hoan. Tao mau
ngoai tly thudng xay ra & nhitng vi tri thudng
tham gia vao qua trinh tao mau trong thaGi ky
bao thai. Mang cling clia ndo va tdy song la mot
trong nhitng vi tri d6. Cag ché cua hién tugng nay
la do su tai kich thich kha nang tao mau cla
mang tay con sot lai trong thGi ky bao thai.’
Ngudn gbc clia té bao tao mau ngoai mang cling
la van con gay tranh cdi. Ngusi ta dua ra gia
thuyét rang nhitng t& bao nay cd thé bi day ra
ngoai qua cac bé xuong clia than do6t song, hoac
nd co thé da kéo dai qua cac bé xuong & cac dau
gan clia xuong sudn.®’ Vi th€ cé thé cd hién
tugng phi dai cac dau xudng sudn trong cac
trudng hgp thiéu mau do Thalassemia.® Mot s6
tac gia lai cho rang nhiing t&€ bao nay ndm san
trong khoang mang cling tly s6ng dugdc kich
thich bdi qua trinh thi€u mau man tinh.
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VE vi tri mau tu ngoai mang clrng tdy s6ng
do TMNT, cac tac gia cho rdng tly nguc va vung
it di ddng & cot sdng that lung la vi tri hay gdp.
Gia thuyét vé vi tri nay chua rd rang tuy nhién
cac tac gia cho rang do khoang mang cling & tly
nguc hep va it di dong nén khi xuat hién mau tu
s€ gay triéu chiing lam sang khién bénh nhan
can diéu tri. Trudng hgp bénh nhan cda ching
toi b vi tri tdn thuong la nguc cao tir T4 dén T8
(hinh 2). Trén X quang (hinh 1) va cét I8p vi tinh
khong thay hinh anh phi dai dau xuong sudn,
tuy nhién cé thé thiy hinh anh phi dai cac bé
xuang x6p trong than dét séng trén hinh anh cat
I8p vi tinh. (hinh 3)

Ti 16 mdc TMNT & nhitng bénh nhan
Thalassemia thé trung gian cao 1&n tGi 20% so
vGi Thalassemia thé ndng la < 1%, diéu nay
dugc ly gidi do nhitng bénh nhan nay dudc
truy@én mau thudng xuyén han thé trung gian. TU
nam 1954, trudng hgp lam sang mau tu ngoai
mang tdy do TMNT dudc bdo cdo lan dau tién
bdi Gatto, da cd rat nhiéu trudng hgp lam sang
dudgc bao cado trén toan thé gidi.!® Tuy nhién cac
tac gia cho rang khoang 80% khong co triéu
chirng 1dm sang hoac dugc phat hién tinh cG bai
chan doan hinh anh.” Pa sé trudng hgp dugc
bdo cdo & d6 tudi 30-40 tudi, tuy nhién ciing cé
nhirng bdo cdo trén nhitng bénh nhan dudi 20
tudi.* Ti I& nam/nir 1a 5:1. Cac triéu chiing 1am
sang dudc bao cdo bao gom: dau lung, dau chi
dudi, di cam, phan xa Babinski, dau hiéu
Lasegue, liét hai chi, liét nlra ngudi, r6i loan co
tron phu thudc vao kich thudc khéi mau tu.

Ch&n doan sém mau tu ngoai mang cirng tay
do TMNT gitp dua ra phuang phap diéu tri sém
va thich hgp. Tén thuang than kinh cé thé khéng
h6i phuc néu khong dugc xur ly kip thgi. Khai
thac bénh st 13 hét siic quan trong dé loai trir
cac bénh ly nhu: Chan thuong, dp xe ngoai
mang cing, u tdy, di dang mach mau... V& chan
doan hinh anh, trén X quang cd thé c6 cac hinh
anh gian ti€p nhu phi dai dau xuong sudn,
Xuong sudn bé rong. Hién nay, MRI dudc coi
phuaong tién chan doan va danh gia theo ddi cac
trudng hgp chén ép do mau tu ngoai mang tay.
Cong hudng tir cd tiém thudc d6i quang tir gilp
chén doan phéan biét vSi &p xe ngoai mang cling
va u tly. Trén MRI cac tdn thuong mau tu ngoai
mang cing tdy & giai doan dang tién trién
thudng téng tin_hiéu trén chuodi xung T1 va T2
do it thdm nhiém md, ngudc lai & giai doan
muon han, ching giam tin hiéu trén T1 va T2 do
su' 1dng dong sat trong tén thuong. Nhitng ton
thuong ndy thudng da 6, canh dét s6ng hodc
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ngoai mang ciing, ddi xirng hai bén.

Bénh nhan clia ching téi cd tién sir chan
doan Thalassemia thé trung gian, khong co tién
st chan thuang, khong c6 dau hiéu nhiém trung,
ap xe. Trén cong hudng tur hinh anh giam tin
hiéu trén chuoi xung T1 va T2. biéu nay phu hgp
vdi triéu chiing kéo dai tang dan cta bénh nhan.
T6n thuong cta bénh nhan dang da 6, trong dé
nguyén nhan gay chén ép tly chu yéu tai ving
tuy nguc, ngoai ra con cd cac 6 canh s6ng va
ngoai mang cing vung that lung thdp S1 S2 S3
(Hinh 2). Do d6 ching toi chan doan: Mau tu
ngoai mang CLrng do tao mau ngoai tuy.

Hién chua cé hudng dan diéu tri cu thé cho
nhifng bénh nhan Mau tu ngoai mang cirng do
TMNT. Cac phudng_phap diéu tri gobm: Truyén
mau, xa tri, phau thuat gidi ép, thudc
Hydroxyurea hoac két hgp tat cd cac phuadng
phap trén.® Ca ché bénh sinh cia TMNT la do
lrgng mau tao ra trong tuy xuang khong du dap
('ng nhu cdu cla cd thé, vi thé truyén mau cé
thé 1am giam hién tugng TMNT, 1am thu nhé kich
thudc mau tu, gidi ép than kinh gian ti€p. Mot s6
tac gia cho rang day la lua chon diéu tri uu tién
hang dau. Muc tiéu cua truyén mau can dat muc
Hemoglobin >10g/dl. Tuy nhién, mot s6 tac gia
lai cho réng truyén mau cé tdc dung diéu tri
chdm, c6 thé ngdn chdn tién trién bénh chl
khéng thé giai ép than kinh trong nhiing trt.rc‘jng
hgp tdn thuong than kinh nang Cac tac gia nay
cho rang truyén mau chi nén la bién phap bd trg
trudc va sau phau thuat cho nhitng trudng hop
6 ton thuong than kinh ndng.

Xa tri cling la mét phuong phap diéu tri.
Nhirng mo tao mau rat nhay cam vdi tia xa va bi
co lai t&i 16,4% thé tich khi xa tri. Liéu xa tri
dugc khuyén cao la 900-3500 mcgGy trong mot
liéu trinh. Tuy nhién xa tri don thuan ciing co ti
Ié tai phat khoang 19-37%, hon nita viéc xa tri
cling c6 nhitng bién chL'rng nhu qua liéu tia xa,
phu né t& chirc canh s6ng can dugc diéu tri ph0|
hop VGi liéu phap corticoid liéu cao. Xa tri c6 thé
bé trd sau phau thuat gitip gidm ti 18 tai phat cla
TMNT.

Phau thudt mé cung sau gidi ép la phudng
phap diéu tri cho nhitng bénh nhan cé chén ép
tdy nang hoac khong dap rng V@i truyen mau va
xa tri. Uu diém cua phau thuat so vGi perdng
phap khac la cé thé giai phong tly bi chén ép
ngay khi diéu tri. Nhugc diém bao goém: C6 thé
lam qua trinh thiéu mau néng Ién do chéy méu,
cét cung sau nhiéu ting co thé gay gu cot song,
mat viing. Mot nhugc diém nita la do TMNT ¢o
tinh chat da 6, lan téa nén didu tri bang phau
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thudt van c6 kha ndng tai phat. Hon nira, khdi
mau tu cling dong vai tro trong ham Ichjng
Hemoglobln toan cd thé, do dé viéc I8y mau tu
ma khong bu thém bang dudng truyén cd thé
dan dén thiéu mau mat bu kich thich tiép TMNT
tién trién. Vi véy, phau thuat nén chi dinh trén
nhitg bénh nhan cé dién bién Iam sang cap
tinh, ton thuong than kinh néng.

Hydroxyurea la mot thubc Uc ché enzyme
ribonucleotide reductase gilp giam tao hong cau

khong hiéu qua va cac qua trinh TMNT. MGt s6

trudng hgp da diéu tri thanh cong mau tu ngoai
mang cing do TMNT bdng Hydroxyurea dugc
bao cdo.

Bénh nhan cia ching t6i dugc diéu tri
truyén mau bé trg trudc, két hdp phau thuat mg
cung sau dét song nguc giai ép. Sau khi ngoai
khoa 6n dinh dugc chuyén Vién huyét hoc va
truyén mau trung ucng dé diéu tri truyén mau
va Hydrozyurea. Sau 06 thang khéng cé tai phat.

V. KET LUAN

Mau tu ngoai mang tuy trén nhirng bénh
nhan Thalassemia thé trung gian thudng do
nguyén nhan tao mau ngoai tay, khai thac tot
tién sir bénh st gitp cho chan doan 1dm sang.
T6n thuang cd tinh chat da 6, can chup MRI toan
bd cdt séng dé€ khao sat toan bd ton thuong.
Diéu tri mau tu ngoai tiy c6 nhi€u phuang phap
Truyén mau, hda tri, xa tri, phau thuat giai ép
than kinh hodc phdi hgp cac phuong phap trén.
Didu tri phau thuat dugc dat ra khi bénh nhan cé
chén ép than kinh nang, cap tinh phoi hgp véi

truy@n mau trudc va sau phau thuét.
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HOI CHO’NG LANCE - ADAMS SAU NGU'NG TUAN HOAN
PU'Q'C CAP C(’'U THANH CONG, THONG BAO CA LAM SANG

Buii Thi Thu Ha*, Nguyén Huy Ngoc, Nguyén Hong Quan

TOM TAT

Giat cd man tinh sau thi€u OXy. (h0| chu‘ng Lance-
Adams), la mot tinh trang hiém gap véi biéu hién 13
cac con giat cd kéo da| thudng gap & bénh nhan hoi
sinh tim ph0| thanh cong, trong giai doan hdi tinh.
Bénh nhéan cua chung toi dugc chan doan hoi chung
Lance-Adams c6 dap Ung t6t va nhanh chéng véi digu
tri clonazepam va valproat. Bdo cdo ca bénh nay hy
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vong cung cap thém kinh nghiém cho bac si Iam sang
cho mot bénh ly hiém gap.
Tu khoa: Hoi chiing Lance - Adams Syndrom.

SUMMARY
A CASE REPORT LANCE - ADAMS
SYNDROME FOLLOWING A RESUCITATED

SUCCESSFULLY CIRCULATORY STOP

Chronic post-hypoxic myoclonus, also known as
Lance-Adams syndrome, is a rare condition that
presents with prolonged muscle jerks. It is typically
observed in patients who have been successfully
resuscitated following cardiac arrest, during the post-
recovery period. In our patient, the diagnosis of
Lance-Adams syndrome was made, and treatment
with clonazepam and valproate was found to be

383



