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BAO CAO HAI TRUO'NG HO'P HOI CH’NG RO Ri MAO MACH
BIEU HIEN SOC TAI DIEN

TOM TAT

Mé du: Hoi ching rd ri mao mach 1a mot
r6i loan hiém gip va duoc Clarkson mé ta dau
tién nam 1960. Bénh dic trung bai cac dot huyét
&p thap nang kém cb diac mau va giam albumin
mau. Sy thay d6i dang ké cau trdc noi mac mach
méau dan dén sy thoat mach cua huyét tuong va
cac protein vao mo k& 1a co ché chinh caa bénh.

Phwong phap nghién ctru: Béo céo ca

Két qua: Hai bénh nhan ni (7 tudi va 9 tudi)
khai bénh voi st nhe, 6i, mét tang dan va tai soc
nhiéu lan sau nhap vién. Tinh trang séc 1& thudc
dich truyén kém c6 dac mau va giam dam mau,
Vv6i chuce ning tim bao ton, sau khi loai trir séc
nhidm tring va sét xuat huyét Dengue, chan doan
hoi chirng rd ri mao mach dwoc xac dinh. Hai
bénh nhan duoc hdi suc dich, truyén
immunoglobulin (IVIG), hé tro hd hip khi phu
va suy ho hap tién trién két hop diéu tri bang
khéng sinh va thay thé than tam thoi khi vo niéu.
Ca hai ca hdi phuc khéng di ching sau dot bénh
dau tién. Mot truong hop tai phat mot 1an sau
mot ndm, voi dot bénh ngin sau khi chan doan
va truyén IVIG sém hon.

Két luan: Hoi chang ro ri mao mach can
dugc nghi dén ddi véi bénh canh séc giam thé
tich tai dién sau khi da loai trir cAc nguyén nhan
thuong gap khéc. Nhitng dic diém xét nghiém
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quan trong nhat 1a c6 dac méu, giam dam mau,
ting men gan va men co. Chan doan sém gilp
chi dinh IVIG kip thoi, gidp giam lwong dich hoi
sirc va thoi gian nam vién.

Tir khoa: Hoi ching rd ri mao mach, séc
giam thé tich

SUMMARY
TWO CASE REPORTS OF SYSTEMIC

CAPILLARY LEAK SYNDROME

WITH RECURRENT SHOCK

Background: Idiopathic systemic capillary
leak syndrome is a rare disorder which was
firstly described by Clarkson in 1960. It’s
characterized by severe hypotension episodes,
hemoconcentration  and  hypoalbuminemia.
Significant change in vascular endothelial
structure resulting in leakage of plasma and
proteins into the interstitial space is the primary
mechanism of this disease.

Methods: Case reports

Results: Two girls (7 years old and 9 years
old) initially presented with mild fever, nausea,
increasing fatigue and recurrent shocks after
being admitted to the hospital. They were
diagnosed with capillary leak syndrome because
of fluid depending shock, hemoconcentration and
hypoproteinemia after ruling out cardiogenic,
septic and Dengue shocks. The patients was
treated by fluid resuscitation, IVIG infusion,
respiratory support because of generalized edema
and aggressive respiratory failure, antibiotics and
temporary renal replacement because of anuria.
They recovered without any sequela after the
first episode. A year later, one of them had a
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recurrent shorter episode with earlier diagnosis
and IVIG infusion.

Conclusions: 1It’s essential to find out
systemic capillary leak syndrome when
approaching a recurrent hypovolemia shock in
the absence of an indentifiable alternative cause.
The most important laboratory features of this
disease are hemoconcentration,
hypoalbuminemia, hepatic and  muscular
enzymes level increase. Early diagnosis helps to
indicate IVIG immediately and reduce the
amount of resuscitated fluid as well as shorten
time in hospital.

Keywords: Systemic capillary leak syndrome,
hypovolemia shock.

I. DAT VAN DE

Hoi chang ro ri mao mach duoc Clarkson
mo ta lan dau tién nam 1960 (tén goi khéc 1a
bénh Clarkson hay hoi chang Clarkson).
Biéu hién dic trung ciia bénh bao gom huyét
4p thap, tinh trang c6 dic mau va giam
albumin méau®.

Nguyén nhén cua bénh chua dugc xac
dinh rd rang nhung co ché bénh sinh chu yéu
théng qua hién tuong ro ri cua cac mao
mach. Céac gia thuyét dugc dat ra lién quan
dén bénh 1y protein don dong, su chét theo
lap trinh cua té bao noi mach, cac chat hoat
mach hoic cac chat gay viem®),

Bénh biéu hién chu yéu thanh nhiéu dot
CAp VGi ba giai doan chinh trong mdi dot
gom giai doan tién triéu, giai doan thoét
mach va va giai doan hdi phuc. Trong do,
giai doan thodt mach la giai doan dac biét
quan trong Vi anh huong dén huyét dong va
can hdi stc dich tich cuc. Xét nghiém chu
yéu cho thay tinh trang c6 dac mau va giam
albumin mau. Men gan va men co c6 thé
tang tham chi rit cao ¢ bénh nhan c6 dau co,
kém hoac khéng kém hoi chang chén ép

khoang. Bién chung cd thé gap, dac biét
trong giai doan hdi phuc, 1a phti phéi cip, hoi
chang chén ép khoang va thiéu tudi mau co
quan®68),

Diéu tri trong dot cdp bao gébm 6n dinh
huyét dong bang dich truyén va xem xét
ding thudc dac hiéu. Tuy nhién, hién tai
huéng dan vé truyén immunoglobulin
(IVIG), terbutaline va theophylline con dua
trén nhitng bao cao ca"®),

Bénh hiém gap voi chi gan 260 ca duogc
bdo céo trén thé gidi cho dén nay®®. Pa
phan cac truong hop duge bao cdo 1a nguoi
I6n d6 tudi trung nién®. Tuy nhién, chi trong
vong hai nam, co s& chung toi da gap hai
truong hop bénh nhi dugc xac dinh chan
doédn nén dugc bao cdo dudi day.

Il. CA LAM SANG

Bénh nhan A

Bénh nhan 1a nit, 7 tudi, nhap Khoa Than
kinh, bénh vién Nhi ddng 2 vao thang 9/2020
vi dau co hai chan ting dan. Bénh su dién
tién bon ngay véi sét nhe, dau co, 6i hai 1an
va nhap vién trong tinh trang tinh, sinh hiéu
on, sot nhe 38°C, cic co quan khac chua ghi
nhan bat thuong. Bénh nhan duoc cho udng
oresol va lam can 1am sang ban dau.

Sau 12 gid nhap vién, bénh nhan dién tién
s6C v&i mdi tai, chi mat, thoi gian do day
mao mach 4 gidy, mach quay nhe 157
lan/phat, huyét ap kep 105/88mmHg. Két
qua xét nghiém lactate 5,1 mmol/l; khi mau
dong mach toan chuyén hoa, procalcitonin
0,14 ng/ml; troponin | 0,02 pg/l; siéu am tim
chic ning co bop co tim bao ton vai phan
suat tong mau 72%. Sau khi dugc chdng séc
bang dich truyén natriclorua 0,9% liéu 20
mg/kg/gio; huyét dong bénh nhan 6n dinh va
lidu dich truyén duoc giam dan. Sau dé, bénh
nhan tai sc thém hai lan vao gio tha 17 va
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26 sau nhap vién véi tinh trang 1d&m sang
twong tw. Tong dich truyén 5940ml
natriclorua 0,9%; albumin liéu 2g/kg va
noradrenaline trong thoi gian ngin duoc
dung dé duy tri huyét dong, cung véi IVIG
liu 2g/kg trong 2 ngay vao ngay tht ba va
thir tu sau nhap vién. Trong thoi gian hdi stc
dich, huyét 4p bénh nhan dao dong tir 110/70
dén 160/100 mmHg, nudc tiéu giam dan dén
vO niéu, phu toan than ting dan, sung dau tu
chi, bang bung, gan to dan, hoi ching ba
giam tai phoi, suy hd hap ting dan. Bénh
nhan dugc dat noi khi quan, thé may, loc
mau lién tuc va chay than nhan tao hd tro
cuing véi loi tiéu furosemide, thudc ha ap va
khang sinh phd rong. Xét nghiém ghi nhan
c6 dac mau, tding men gan va men co, dam
mau giam nhung dam niéu am tinh, Elisa
Dengue am tinh, nong do khang thé IgA,
IgM, 1gG, IgE trong gidi han binh thuong
theo tudi.

Sau gan hai thang diéu tri, tinh trang ho
hap, van dong cai thién, chac nang than phuc
hoi dan, huyét &p 6n dinh va duoc xuét vién.
Mot nim sau dot bénh dau tién, bénh nhan
c6 mot dot tai phat sau nhiém siéu vi vai tinh
trang soc giam thé tich c6 c¢6 dac mau, giam
albumin méu, tding men co va men gan. Sau
khi nhap vién va dung IVIG liéu 2g/kg trong
5 ngay, bénh nhan xuit vién va khong cé dot
tai phat trong mot nam theo doi sau do.

Bénh nhan B

Bénh nhan 1a nit, 9 tudi, nhap Khoa Cap
ctru, bénh vién Nhi dong 2 vao thang 3/2022
vi mét. Bénh st dién tién mot tuan véi st
nhe vai ngay ty hét, sau d6 mét tang dan, tim
dap nhanh, 6i 2 dén 3 lan trong ngay va nhap
vién trong tinh trang sdc véi mdi tai, chi mat,
thoi gian d6 ddy mao mach 3 gidy, mach
quay nhe 150 lan/phdt, huyét ap kep 110/90
mmHg, nhip thé 30 lan/phat, khong sét, cac
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co quan khic khong ghi nhan bat thuong.
Két qua xét nghiém lactate 2,3 mmol/l; khi
mau dong mach toan chuyén hda nhe,
procalcitonin 0,21 ng/ml; troponin 1 0,00
pg/l; siéu @m tim chic nang co bop co tim
bao ton véi phan suit tdng mau 70%.

Sau khi duoc chéng séc bang dich truyén
natriclorua 0,9% liéu 20 mg/kg/gio; huyét
dong bénh nhan 6n dinh, dugc ngung dich
truyén va chuyén khoa noi vién diéu tri. Sau
khi ngung dich, bénh nhan tai séc mot lan
véi tinh trang 1&m sang va xtr tri twong tu voi
dich truyén dugc duy tri va liéu giam dan.
Téng dich truyén 7750ml trong 3 ngay lién
tiép, bao gom 1250ml natriclorua 0,9%;
1400ml lactate ringer, 5100ml volulyte 6%
va albumin liéu 1g/kg dugc dung dé duy tri
huyét dong, cung véi IVIG liéu 2 g/kg trong
5 ngay. Trong thoi gian hoi sic dich, huyét
4p bénh nhan dao dong tr 100/60 dén
150/110 mmHg, dau co tir chi ting dan va
han ché van dong, phu toan than ngay cang
ting, bang bung, gan to dan, hoi chung ba
giam tai phdi, suy hd hap ting dan. Bénh
nhan dugc dat noi khi quan, thd may, rat
dich mang phéi hd trg, thudc loi tiéu
furosemide, thudc ha &p va khang sinh phd
rong. Két qua xét nghiém ghi nhan c6 dic
mau, tdng men gan va men co, dam mau
giam nhung dam niéu vét dén am tinh, Elisa
Dengue khong xac dinh, ndng do khang thé
IgA, IgM, IgG, IgE trong gigi han binh
thuong theo tudi.

Sau gan 3 tuan diéu tri, tinh trang hd hap
va van dong cai thién, huyét ap o6n dinh va
duoc xuat vién. Trong gan sau thang theo
ddi, bénh nhan khong co dot tai phat, khong
can dung thudc; cac xét nghiém men gan,
men co va albumin mau trong gidi han binh
thuong.
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Bdng 1. Bang két qud xét nghiém ban d@du khi nhap vién va khi dién tién ngng nhat.

Bénh nhan Bénh nhan A Bénh nhan B
Tén xét nghiém (ngudng binh thuwong*, Nhap Dién Nhap Dién
don vj) vién tién vién tién
Téng phan tich té bao mau
WBC (4 — 10 k/ul) 11,4 12,4 22,4 13,5
Hb (12,5 — 16 g/dI) 16,5 17,1 14,5 14
Hct (35 — 50 %) 50,2 51,8 42,2 50
PLT (130 — 400 k/ul) 239 273 99 56,3
Albumin mau (38 — 55 g/l) 30 17 28 17
Protein mau (60 — 80 g/l) 53 31 57 37
Ure (1,67 — 7,49 mmol/l) 3,5 9,9 2,7 4,9
Creatinin (20,33 — 88,4 umol/Il) 49 80 40 40
AST (<45 UI/L) 43 4838 825 825
ALT (<40 UI/L) 13 1670 320 320
CPK (<230 UI/L) 1376 284610 - 20429
CK-MB (<5 pg/l) 24,8 2038 - 157
LDH (100 — 250 UI/L) 314 10527 - 1055
Tong phan tich nuéc tiéu
Protein (0 — 0,15 g/l) 0,15 0,3 0,3 0
Blood (0 — 10 té bao/ul) 0 0 0 80
Leukocyte (0 t€ bao/ul) 0 0 70 0
Dam niéu 24 gio (9) - 0,27 0,35 -

*Tham khao gia tri phong xét nghiém tai bénh vién Nhi ddng 2, mot vai xét nghiém phai

bién luan dya trén ngudng bénh ly theo tudi

IV. BAN LUAN

Hoi chang ro ri mao mach thuong gap &
ngudi 16n tudi trung nién, mac du c6 mot sé
luong ca tré em nhét dinh ciing duoc béo céo
va khdng c6 su khéc biét vé gigi tinh®. Tuy
nhién, chi trong hai nam, co s¢ chung t6i da
gap hai truong hop va déu la nir va ¢ tudi
tién day thi. Qua do c6 thé thay du duoc xem
la mot bénh hiém nhung suat do bénh va dbi
tuong mac bénh ciing c6 doi chat khac biét
véi cac bao céo trude day, cling nhu gitra
ngudi 1on va tré em.

Bénh Clarkson biéu hién bing cac dot
bénh cap véi tan suat va do nang thay doi tay
tirng cé thé®. Trong mot bao céo loat ca & 25
bénh nhan c6 sb lan tai phat trung binh 1a ba
lan mdi nam®. Tuy nhién, bénh nhan trong
bao cao la nguoi Ién. Trong hai ca duoc
ching t6i bdo céo c6 s lan tai phat it hon
v6i hai dot trong ba nim. Diéu nay goi y
rang tan sut tai phéat & tré em c6 thé it hon &
ngudi 1on.

Mic du c6 thé c6 nhiing khac biét vé dich
té hoi chang ro ri mao mach giira nguoi 16n
va tré em nhung biéu hién 1am sang trong
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mot dot cAp hau nhu tuong tu nhau voi ba
giai doan gom giai doan tién triéu, giai doan
thoat dich va giai doan hdi phuc.

Trong giai doan tién triéu, ca hai bénh nhi
déu biéu hién triéu chiing sét nhe, mét moi,
6i vai 1an va mot bénh nhan c6 triéu ching
dau co tién trién trong vai ngay. Nhiing triéu
chtng nay déu thuong duoc md ta trong cac
bao cdo trudc ddy véi gan 50% dién tién
nhanh trong mot dén hai ngay va gan 30%
khoi phat sau viém ho hap trén*8),

Giai doan thoét dich thuong 1a thoi diém
bénh nhan dén bénh vién va 1a giai doan
nguy hiém cua bénh. Giai doan nay thudng
phét trién vai ngay sau giai doan tién triéu
vé6i tam ching 1a huyét 4p thap, tinh trang cd
dac mau va giam albumin mau®. Hai bénh
nhan dén nhap vién khi triéu chitng mét tién
trién va dién tién soc nhanh, biéu hién bang
huyét &p thap, mach ngoai bién nhanh nhe,
lactate mau tang va khi mau dong mach toan
chuyén héa. Tinh trang c6 dac mau hién dién
ngay tir Xét nghiém mau lac dau va ting dan
dén t6i da trong giai doan nang nhat véi
hematocrit khoang 50%, thiap hon mot bao
c4o & ngudi 16n (60%)@. Twong ty, ndng do
albumin trong mau giam nhe lac dau va dién
tién dan dén giam ning, gidng nhu thdng ké
trong mot tong quan khac®. Ngoai ra, hai
bénh nhan cling c6 cac triéu chimg thuong
mo ta khac nhu phu toan than, bang bung,
tran dich da mang. Thoi gian trung binh cua
giai doan nay 1a 3,8 ngay (con s6 nay co thé
dao dong tr 1 dén 27 ngay) tuy theo céc
nghién ctu®, twong tu hai ca dugc ching toi
mo ta.

Giai doan hoi phuc 1a giai doan dic trung
bai sy hap thu dich nguoc trd lai ndi mach c6
thé gay qua tai, nén can giam dan nhu cau
dich truyén dé gitr huyét dong on dinh®. Khi
triéu chang phu toan than cua cac bénh nhi
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tién trién, tran dich mang phdi tang dan, tinh
trang hd hap ciing dién tién ning mac du da
ngung truyén dich. Ngoai ra, huyét ap c6 xu
hudng tang thoang qua. Mot trong hai bénh
nhan giam dan nuoc tiéu dén vo niéu co thé
1a ton thuong cp thu phat sau khi giam tudi
mau than kéo dai va tai di tai lai.

Chen ép khoang la mét trong nhitng triéu
chung thuong gap. Triéu chiing nay cd thé
bit dau tir giai doan tién triéu va kéo dai dén
khi hoi phuc®. Hai bénh nhan dugc ching
t6i bdo c4o tuy dién tién c6 phan khac nhau
nhung biéu hién dau co va ting kich thuéc
chi gay han ché van dong, men gan va men
co déu tang rat cao. Khi tri¢u ching 1am sang
cai thién thi men gan va men co clng cai
thién dan.

Ngoai cac xét nghiém thé hién tinh trang
sbc, c4c can 1am sang khac duoc thyc hién dé
loai trir nguyén nhan soc khéac va bénh 1y di
kém. Trong d6, ndng do cac khang thé trong
méau gom IgA, IgM, IgG, IgE binh thuong
theo tu6i mic du chua xét nghiém dinh luong
cac dudi I6p immunoglobulin dé danh gia
bénh chudi gamma don dong.

Diéu trj chinh yéu trong dot cap bao gom
hoi stc dich trong giai doan thodt mach va
dung thudc dic hiéu. Dé dam bao tudi mau
co quan, dich truyén 1a diéu tri nén tang va
mot truong hop can ding van mach
noradrenaline®. Ca hai déu can dung mét
luong dich 16n dé duy tri huyét dong. Trong
d6, dung dich tinh thé (nhu natriclorua 0,9%)
duoc khuyén cao dung hon dung dich keo.
Mic di dung dich keo dugc truyén dé hd trg
trong truong hop khong duy tri dwoc huyét
dong voi dung dich tinh thé nhung trong
lugng phén tir cia cac protein < 200
kilodaltons (nhu albumin) ciing c6 thé thoat
ra ngoai mdé k& Dung dich cao phén tu
hetastarch dugc khuyén nén tranh dung cho
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cac truong hop séc giam thé tich va sbc
nhiém trung. Tuy nhién, mot lwong dang ké
dich cao phan tir (Volulyte 6%) dugc dung
cho bénh nhan B ¢ thé dé duy tri huyét dong
trong thoi gian tiép can chan doan. B6 c6 thé
la nguyén nhan lam tran dich mang phdi
nhiéu hon, can choc rat dich mang phéi &
bénh nhan B. Mat khac, hién tai chua co
huéng dan xac dinh vé thudc dung trong don
cap. Hiéu qua cua céac thudc di sir dung dén
nay déu tir cac b&o céo ca véi mot sé lugng
bénh nhan con han ché. Trong dé, IVIG duoc
chdng t6i str dung duya trén nhiéu bao cao ca
hiéu qua hon mac du van cé nghién ctru chua
cho thay cai thién séng con & ca thé c6 bénh
gamma globulin don dong(®. Nguoc lai véi
cach st dung trong bao cdo ung ho dung
IVIG, ching ti khéng truyén IVIG hang
thang ma chi dung khi dot bénh tai phét.
Diéu nay c6 vé hop 1y hon vi IVIG khé dat
va tinh sdn c6 con han ché, trong khi bing
chuang vé loi ich trong diéu tri du phong tai
phat con chua 10 rang.

V. KET LUAN

Hoi chtng rd ri mao mach hiém gap va la
moét chan doan loai trir khi tiép can bénh
nhan sdc giam thé tich tai dién khdng do cac
nguyén nhan thuong gap. Bénh canh Iam
sang dac trung bdi c¢6 dac mau, giam
albumin mau, tinh trang dau co kém tang
men gan va men co. Diéu tri nén tang Ia dich
truyén, cha yéu dung dich tinh thé, trong giai
doan thoat mach va xem xét truyén IVIG
ngay khi xac dinh chan doan co thé gilp
giam lugng dich truyén va thoi gian diu tri.
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