TAP CHi NGHIEN CU’U Y HOC

HOI CHU’NG KEP HAT DE - MOT NGUYEN NHAN HIEM GAP GAY
DAI MAU PAI THE O TRE EM: BAO CAO MOT TRUONG HOP

Lwong Thi Phwong'2™, Tran Hoang?
Nguyén Ngoc Huy"? Nguyén Thu Hwong?
"Trrong Bai hoc Y Ha Noi

2Bénh vién Nhi Trung wong

Hoi chiing kep hat dé (NCS) la tinh trang tinh mach than trai bj ket gitra dong mach chd bung va dong mach
mac treo trang trén. Bay la mét bénh hiém gép & tré, chdn doan sém rét quan trong gitip trénh céc bién chiing
nghiém trong nhw thiéu méau hodc huyét khoi tinh mach than. Triéu chiing phé bién cta NCS la “tam ching” bao
gbm dai méu, protein niéu, dau héng. Tré nik 14 tuditién sirkhde manh vao vién vi déi méu dai thé, dai mau cuc, dau
héng lung trai, khéng sét, khéng phu, huyét 4p binh thuong. Xét nghiém khéng thiéu méu, tiéu cau binh thuong,
déng mau co ban binh thudng. ure, creatinin mau, C3, C4 bé thé binh thudong. Nuée tiéu c6 nhiéu hdng cau niéu,
bach céu niéu (+), protein/creatinin niéu ngay 486 mg/mmol, protein/creatinin niéu dém 176 mg/mmol, cat I6p vi
tinh 6 bung cé hinh &nh “kep hat dé”. Ca bénh muén nhdn manh mét nguyén nhan hiém gép gay dai méu dai thé
& tré khdng phu, xét nghiém khéng cé déi mau ter cdu than, can chup cét I6p vi tinh dé chan doan xac dinh NCS.

T khéa: Hdi chirng kep hat dé, dai mau dai thé, tré em.

I. DAT VAN DE

Hoi chirng kep hat dé (NCS) la mét can
bénh hiém gap v&i chi mot vai bdo cao dwoc
céng bé. NCS duoc dinh nghia la tinh trang
chén ép cé triéu chirng cla tinh mach than trai
(LRV). LRV bi chén ép gilra dong mach cha
va déng mach mac treo trang trén (Hinh 1),
hoac it phd bién hon la gitta ddng mach chd
va cot sbng, dwoc goi la NCS sau. C4c triéu
chirng phd bién bao gdm dai mau, protein niéu
va dau héng, duoc goi la “tam ching”, mac du
van con nhiéu bién thé vé bidu hién 1am sang
& tré em.'2 Cac triéu chirng dwogc cho la do ap
lwc tang bén trong tinh mach than va hé théng
dan lwu cla tinh mach than. Ap lyc tadng cao
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gay tén thwong vach ngén coé thanh méng gitra
céac tinh mach va hé théng gép trong bé than,
dan dén dai mau hodc protein niéu.' Tuy nhién,
b&ng chirng bénh Iy hd tro cho gia thuyét nay
van con thiéu.35

Mac du c6 nhiéu nghién clu sau rong vé
NCS & nguoi I6n, nhung ty 1&é mac, tiéu chuan
chan doan va phuong phap diéu tri van chua
duoc xac dinh & tré em do bénh nay hiém gap
& tré."+5 Ty 1& méc chinh xac ciia NCS & tré
em van chwa dwoc biét,tuy nhién, giai doan tudi
chan doan thuong gdp nhat 1a 10 — 14 tubi.>7
Viéc chan doan xac dinh sém NCS la rat quan
trong gitp tranh cac bién chirng nghiém trong
nhw thiéu mau ndng hodc huyét khéi tinh mach
than do dai mau.®® Chung t6i bao céo ca bénh
v6i muc tiéu théng qua ca lam sang dé chi ra
cac d4u hiéu l1am sang chi diém, quy trinh xét
nghiém va chan doan hinh anh gitp chan doan
xac dinh héi chirng kep hat dé.
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Bong mach chd bung

Hinh 1. Minh hoa vé héi chirng hat dé than, mé ta sw chén ép cua tinh mach than trai giira
dong mach chd bung va dong mach mac treo trang trén® (LRA: dong mach than trai; LRV:
tinh mach théan trai; SMA: dong mach mac treo trang trén)

Il. GIOI THIEU CA BENH

Tré gai 14 tudi dén Bénh vién Nhi Trung wong
kham vi dai mau toan bai. Tré nang 51kg, cao
168cm, tién sir hoan toan khde manh, khéng di
kham strc khde dinh ky, khong cé tién st chan
thuwong. Tré da co kinh nguyét hai nam nay,
kinh nguyét déu. Tién st gia dinh khée manh
khéng mac cac bénh ky than. Bénh dién bién 5
ngay, kh&i dau tré xuét hién dau héng lwng bén
trai, dau am i, kém theo dai mau dai thé toan
bai, c6 1&n mau cuc, khéng dai bubt, khong dai
dét, dai tién binh thwong, tré khoéng sbét. Bac si
kham thay tré khéng phu, khéng ban da, khéng
swng dau khép, khéong cé xuét huyét duwdi da
hay niém mac khac. Nhiét do do bang nhiét ké
thdly ngan kep & nach la 36,8°C. Tim nhip déu
95 ck/phut, mach quay bét rd, refill < 2 giay.

Huyét ap binh thwerng 106/65mmHg, khong cé
d4u hiéu thiéu mau. Khi dén vién tré khéng con
dau héng lwng, khéng dau bung, kham bung
mém, gan lach khéng s¢ thay, khéng cé phan
wng thanh bung, vé héng lwng am tinh, cham
than, bap bénh than am tinh.

Trong két qua xét nghiém cong thirc mau,
tré khong cé thiéu mau, cac dong té& bao mau
déu nam trong gi&i han binh thwong (bang 1).
Tré cling khoéng cé bét thuwong vé cac yéu td
déng mau thé hién qua xét nghiém déng mau
co ban binh thwdng (Bang 1). Trong té bao can
niéu c6 hdng cau nhiéu, khéng cé tru héng cau,
bach cau (+), khéng cé bién dang hinh dang
hdng cau niéu, nhwng dinh lwong protein niéu
ngwdng than hw (Bang 2).
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Bang 1. Két qua xét nghiém cong thirc mau va sinh héa mau, déng mau cta tré

Ngay th* 1 Ngay thir 4
gay thir gay thw Gia tri binh thwéng

nhép vién nhap vién
Sé lwong bach cau (G/L) 8,93 5,48 3,78 -12,06
Ty I& bach cau trung tinh (%) 46,3% 58,3 35,7-727
Hemoglobin (g/L) 116 138 104 - 146
MCV (fl) 82,4 83,5 70,7 - 96
MCH (pg) 31 30 21-321
Sé lwong tiéu cau (G/IL 179 220 159 - 424
Ure (mmol/L) 2,61 3,7 2,6-6,6
Creatinin (umol/L) 48,52 43,8 40-71
Protein toan phan (g/L) 67,36 69,9 57 - 80
Albumin (g/L) 41,18 424 39-49
Natri (mmol/L) 138,3 135,9 134 - 143
Kali (mmol/L) 3,26 3,6 35-5
Clo (mmol/L) 106 103,8 98 - 106
C3 (g/L) 1,09 1,02 0,85-1,42
C4 (g/L) 0,36 0,3 0,12 - 0,41
GOT (U/L) 23,4 18,8 12-24
GPT (U/L) 6,9 8,7 5-40
CRP (mg/L) 1,5 0,84 <6
LDH (U/L) 177,9 130 - 235
Thoi gian Prothrombin

PT (%) 76 107 -

PT ( giay) 16,2 13 10,2 - 12
APTT (s) 27,5 251 25,1 -36,5
Fibrinogen (g/L) 3,63 4,09 1,77 - 4,2

Bang 2. Mét s6 xét nghiém nwéc tiéu cua tré
Héng cdu Bach cAu Protein/ creatinin -:-Iéng cau
(mg/mmol) bién dang (%)
Ngay thir 1 nhap vién 4+ 2+ 407 3%
Ngay tht 3 nhap vién (mau ngay) 4+ 1+ 486 4%
Ngay tht 3 nhap vién (mau dém) 3+ 1+ 174 -
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Trén két qua kiém tra sinh héa mau chung
t6i nhan thdy chirc ndng gan than trong giGi
han binh thuweng (bang 1), ndng dd albumin va
protein mau toan phan khéng giam (lan lwot
la 41,18 g/L va 67,36 g/L). Néng do bd thé C3
(1,09 g/L), C4 (0,36 g/L) ndm trong gi¢i han
binh thuwdng (Bang 1).

Chung t6i nhan thdy méac du tré vao vién
vi dai mau dai thé, cd mau cuc, xét nghiém cé
héng cau niéu nhiéu, protein niéu ngwdng than
hw nhwng khéng co biéu hién viém cau than vi
tré khong phu, huyét ap binh thuong, bd thé
binh thwéng, néng dd Albumin mau cao 41,8
g/L, soi hinh dang héng cau niéu binh thudng
(ty 1& hdng cau bién dang chi 4%). Bénh nhan |a
tré gai 14 tudi, hon nira tré khdng cé biéu hién
triéu chirng 1am sang ctia bénh ly hé théng nhw
khéng dau khép, khéng cd ban & da, khong

c6 biéu hién xuét huyét dwéi da va niém mac
khac, khéng thiéu mau (hemoglobin maus 116
g/L), s6 lwong tiéu ciu va xét nghiém déng mau
co ban binh thuwdng. Chung téi tiép can tim cac
nguyén nhan dai mau ngoai ciu than khac. Tré
khéng cé biéu hién nhiém trang (tré khong sét
nhiét d6 do dwoc la tir 36,5°C - 36,9°C, khong
c6 triéu ching tiéu budt, tiéu dat, sé lwong
bach cau trong mau va ty l&é bach ciu trung
tinh khéng tang, dinh lwong CRP binh thuwdng,
bach cau niéu chi (+). Tré cling khéng c6 tién
st chan thuong.

Hinh anh siéu am & bung nhu mé than binh
thwdng, cé nang than phai kich thwéc 11mm,
vOi hdéa bén trong nang, dai bé than va niéu
quan khong gian. Than trai dai bé than gian,
dwong kinh trwdc sau bé than gan 9mm. Bang
quang thanh méng.

Hinh 2. Hinh anh chup cét I&p vi tinh 6 bung c6 hinh anh tinh mach than trai bi kep gitra
dong mach chu bung va déng mach mac treo trang trén

Tré dwoc nhap vao khoa Than va Loc mau
Bénh vién Nhi Trung wong. Bénh nhan an kém,
va dai ra mau cuc nén chang téi chi dinh truyén
dich Ringerglucose 5% cho tré, theo d&i huyét
ap, lwong nuwéc tiéu va tiép tuc chi dinh xét
nghiém gitp chan doan bénh. Sau 2 ngay diéu
tri tai khoa Than va Loc mau, bénh nhan khéng

phu, khéng dau héng luwng, khéng sét nhiét do
36,9°C, nuwdc tidu vang, khong dai bubt, dai
dat, huyét ap binh thwong 109/56mmHg. Cac
xét nghiém céng thi’c mau va sinh héa mau
danh gia chrc nang gan, than, protein mau
toan phan, albumin mau binh thuwéng, néng do
bd thé trong mau van nam trong gi¢i han binh
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thwong. Xét nghiém héng cau niéu (4+), bach
cau niéu (1+), khéng c6 bién dang hinh dang
hoéng cau niéu, protein/creatinin niéu mau ngay
la 486mg/mmol (van trén nguwéng than hw).
Xét nghiém ASLO am tinh, test nhanh HbsAg
am tinh. Chung téi kiém tra protein/creatin
niéu mau dém cda tré 1a 176 mg/mmol, thap
hon protein/creatinin niéu mau ngay. Vi tré co
biéu hién dai mau dai thé, khéng cé biéu hién
dai mau tai cau than (hinh dang héng cau niéu
binh thwdng, C3, C4 binh thuwdng). Trong cac
nguyén nhan dai mau ngoai cau than chung
t6i nhan thay bénh nhan khong cé béat thuwéng
vé sb lwong tiéu ciu va cac yéu té déng mau,
tré khong thiéu mau, khéng cé biéu hién nhiém
trung, cling khéng cé tién str chan thwong, trén
hinh &nh siéu am bung chi thdy cé nang than
phai, gidn dai bé than trai khong co khbi bat
thwong & hé tiét niéu ciing nhw trong 6 bung,
nhwng tré cé biéu hién protein niéu tw thé. Vi
vay, chang t6i chup cét I&p vi tinh 6 bung bénh
nhan dé kiém tra hé théng mach than. Két qua
cho thdy than trai tang kich thuwéc, nhu mé 1/3
trén ngdm thubc kém sau tiém, nhu mé than trai
bai tiét va bai xuat cham. Dai bé than gian, PK
trwdc sau bé than 13mm, dich trong dai than
trén tdng am dang dich mau. Than phai kich
thwédc binh thwong, nhu md 1/3 dwédi cd nang
dwong kinh 7mm, thanh méng, dich trong. Co
hinh anh héi chirng kep hat dé tinh mach than
trai ket gilba dong mach chd bung va dong
mach mac treo trang trén (Hinh 2). Tré dwoc
chan doan dai mau do hoi chirng kep hat dé.
Tré khong c6 tang huyét ap, khéng phu, hét dai
mau dai thé, khéng thiéu mau, protein niéu c6
xu huéng gidm nén chung téi quyét dinh diéu tri
bao tdn cho tré. Tré dwoc didu tri ngoai trd bang
captopril 1 mg/kg/ngay dé gidm protein niéu.
Sau 2 tuan diéu tri captopril, protein/creatinin
niéu cla tré tiép tuc gidam xudng 65 mg/mmol,
hdng cau niéu (+). Chung t6i tiép tuc giam liéu
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captopril va tré dwoc dirng thube sau 1 thang
khi protein niéu (-). Hién tai tré van dang theo
doi dinh ky tai phong kham chuyén khoa than tai
Bénh vién Nhi Trung wong duoc 9 thang. Xét
nghiém gan nhét cla tré cach 1 thang tré van
con hdng cau niéu (++), protein niéu am tinh,
chrc ndng than binh thwong, tiéu vang trong,
khong sbt, khéng phu, huyét ap binh thwdng.

Ill. BAN LUAN

Dai mau 14 biéu hién bat thudng ctia dwong
tiéu phd bién & tré em véi ty 18 méc bénh la
0,5 - 2,0% & tré trong dd tudi di hoc.® Nguyén
nhan gay dai mau & tré da dwoc xac dinh nho
khai thac bénh s, tién st, kham lam sang va
xét nghiém nhw viém ciu than, chan thwong,
nhiém khuén dwéng tiéu... Mot sb nguyén nhan
dai mau hiém gap c6 thé bi bé sét néu khong
duoc lam xét nghiém day da. Hién twong kep
hat dé (NCP) hodc hdi chirng ket tinh mach
than la tinh trang tinh mach than trai bi ket gitra
dong mach chi bung va déng mach mac treo
trang trén gay ra sy gian doan dong chay tw
tinh mach than trai vao tinh mach chd dwoi
(IVC) ma khéng c6 triéu chirng lam sang.%'°
Day khéng phai 1a hién twong di truyén, méc du
cac trwong hop trung hop & anh chi em rudt da
dwgc mo ta.%"° Thuat nglr “Hoi chirng kep hat
dé” dwoc st dung cho nhitng bénh nhan cé bat
thworng gidi phau cla tinh mach than trai ket
gitba dong mach chu bung va déng mach mac
treo trang trén va c6 cac triéu chirng lam sang
dac trwng nhw dai mau, protein niéu, dau hong,
dau bung va gian tinh mach thirng tinh."® NCS
trwde la tinh trang LRV bj chén ép gilra dong
mach chl va dong mach mac treo trang trén
(Hinh 1), va it phé bién hon la tinh trang LRV
ket gitra ddng mach chd va cét sdng, dwoc goi
la NCS sau.

Cac ly do gay chen ép tinh mach than trai
bao gdm sa than, sw phan chia bat thwéng cla
tinh mach than trai & mirc cao, géc dong mach
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chl bung hep, khdi u tuy, phi dai hach bach
huyét, thiéu mé m& sau phlic mac va sy phan
nhanh bét thwong chia dong mach mac treo
trang trén tir ddng mach chu.' Tang ap luvc LRV
do tdc nghén dong chay tir LRV dén tinh mach
chi dwéi thir phat do LRV bj chén ép gilra dong
mach chd va ddng mach mac treo trang trén - la
co ché gay bénh phé bién nhat gay ra gian tinh
mach va hinh thanh tudn hoan bang hé & cac
dai than gan do." "2 Pai mau va protein niéu tw
thé dirng c6 hodc khoéng cé dau hoéng la hau
qua cla cac xoang tinh mach nay."® Bai mau
dai thé ho&c vi thé khong lién tuc, thinh thoang
can truyén mau, |a triéu chirng thuwdng gap nhét
dwoc bao cao trong NCS.'2" Tinh trang nay la
do v& vach ngan mong gitra cac tinh mach gian
va hé théng dng gop & bé than va cé thé khong
lién tuc do tang huyét ap tinh mach twong déi,
c6 thé lam trdm trong thém cac triéu chirng
sau thoi gian géng strc hodc khi & tw thé thang
drng.®'® Bénh nhan cla chung t6i cling kh&i
dau di kham vi dau héng lwng kém theo dai
mau dai thé, tré khong sét, khong tiéu buédt, tiéu
déat, khéng phu, huyét ap binh thwdng, khéng
ban da, khong dau khép. Tré khéng cd tién st
chan thuwong, ciing khong di kham stc khde
dinh ky nén khong rd tién st tdn thwong vé giai
phdu hé than tiét niéu. Két qua can lam sang
cho thay, chirc nang than cda tré binh thudng
(ure, creatinin mau binh thwong), protein mau
toan phan, albumin mau binh thwéng, khong
thiéu mau, khéng co réi loan déng mau, dinh
lwong bd thé C3, C4 binh thwong. Nuéc tiéu
c6 nhiéu hdng ciu, hinh dang héng cau niéu
binh thwong. Voi biéu hién 1am sang va can
lam sang trén da gidp chan doan tré khong co
biéu hién viém & ciu than. Chung tdi tiép can
chan doan tim nguyén nhan dai mau ngoai cau
than. Bénh nhan cla chung t6éi khéng co biéu
hién nhiém trung (thé hién tré khong sét nhiét
dd do dwoc & nach tré 13 36,8°C, sb lwong bach

cau mau, ty & bach cau trung tinh trong mau,
va CRP cua tré trong gi¢i han binh thudng),
bach cau niéu chi (1+), khéng c6 tién st chan
thwong. Tuy nhién, tré cé protein tw thé (protein
niéu nguwéng than hw & mau ngay con protein
niéu mau dém la 176 mg/mmol dwéi nguéng
than hw), hinh anh siéu am bung cé nang than
phai, gian dai bé than trai. Biéu hién dai mau
dai thé hodc vi thé va protein niéu tw thé Ia biéu
hién Iam sang hay g&p nhat dwoc bao cao &
bénh nhan NCS.101213

NCS khé chan doan do thiéu tiéu chuan
chan doan va bénh nhan thwéng cé cac biéu
hién lam sang khéng dac hiéu d& nham Ian véi
cac tén thwong 1am sang khac. Chan doan hinh
&nh thworng dwoc dung dé chan doan NCS bao
gdm siéu am doppler mau, chup cét I&p vi tinh
dwng hinh mach, chup céng hwéng tir mach
mau. Siéu am doppler mau dwoc str dung dau
tién dé sang loc nhirtng bénh nhan nghi ng®
méc NCS v6i dd nhay la 50 - 78% va do dac
hiéu 1a 100%.9'°'2 Chyp cat I&p vi tinh dung
hinh mach, chup céng hwéng t»r mach mau van
duwoc coi la phwong phap khong xam lan dang
tin cay nhat dé chan doan NCS." Chup cét I&6p
vi tinh dwng hinh mach, chup céng hwéng tw
mach mau cho théy tinh trang ket va chén ép
LRV, cho thdy “d4u hiéu md” 1a tinh trang hep
dot ngdt cta LRV, sy phat trién cla mang lwéi
tinh mach bang hé va ngudn gbc bat thuéng
cla LRV hoac dong mach mac treo trang trén.°
Bénh nhan cla ching tai cé biéu hién dai mau
dai thé, protein niéu tw thé, khéng phu, khéng
tang huyét ap, bé thé C3, C4 binh thuwéng, mic
loc cau than binh thuwong, chiang toi chup cét
I&p vi tinh & bung thi thay than trai tang kich
thwéc, nhu md 1/3 trén ngdm thudc kém sau
tiém, nhu mo than trai bai tiét va bai xuat cham.
Dai bé than gian, DK trwéc sau bé than 13mm,
dich trong dai th&n trén tang am dang dich
mau. Than phai kich thwdc binh thwong, nhu
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md 1/3 duwdi cé nang dwong kinh 7mm, thanh
mdng, dich trong. C6 hinh anh héi chirng kep
hat dé tinh mach than trai ket gitra ddng mach
chl bung va dong mach mac treo trang trén
(Hinh 2). Bay la mét phwong phap khéng xam
l&n gitp chan doan xac dinh NCS da dwoc bao
ca0."

Quyét dinh diéu tri dwa vao mirc dd nghiém
trong cla cac triéu chirng, do tudi ctia bénh
nhan va mac dd ting ap lwc & LRV."™ Diéu tri
bao ton va tai kham dinh ky I lwa chon tét nhat
cho nhirng bénh nhan bi dai mau ting dot,
dau héng khong dang k& va hemoglobin binh
thworng, dac biét 1a tré dwdi 18 tudi."s Mot sb
nghién clru da chirng minh rang tinh trang dai
mau va protein niéu tw khdi co thé lién quan
dén viéc tang chi sé khdi co thé (BMI) trong giai
doan phat trién.® Can thiép phau thuat trong
NCS bao gdm: dat stent ndéi mach, cét bé than,
cb dinh than, cdy ghép than tw than, chuyén
vi tri LRV hoac ddéng mach mac treo trang trén
va phau thuat bic cau than-chi.5'2 dwoc chi
dinh trong trwd'ng hop dai mau dai thé tai phat
kém thiéu mau, dau hong lwng dir doi, suy giam
chirc nang than va cac triéu chirng khong cai
thién mac du da diéu tri bao ton. Tré cla chung
tdi cd dai mau dai thé nhwng chic nang than
binh thwong, khéng thiéu mau, protein niéu co
giam khi ndm nghi ngoi va diéu trj captopril. Tré
da dwoc dirng captopril khi protein ni€u am tinh
va tiép tuc theo doéi ngoai tru dinh ky.

IV. KET LUAN

Hoi chirng kep hat dé la mot nguyén nhan
hiém g&p gay dai mau dai thé & tré. Bénh co
biéu hién l1am sang da dang, khéng d&c hiéu dé
bi bd sé6t chan doan, cé thé gay cac bién chirng
nang nhw thiéu mau, huyét khdi tinh mach
than, suy than. Ca bénh mudn nhan manh moét
nguyén nhan hiém gap gay dai mau dai thé,
théng qua ca |am sang dé chi ra cac dau hiéu
lam sang chi diém, quy trinh xét nghiém va
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chan doan hinh anh giup chan doan xac dinh
héi chirng kep hat dé.

Cam két khéng xung dét loi ich

Cac tac gia xin cam két khong cé bat ki xung
dot loi ich nao lién quan dén qua trinh viét bai
bao cao nay.
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Summary

NUTCRACKER SYNDROME - A RARE CAUSE OF GROSS
HEMATURIA IN CHILDREN: A CASE REPORT

Nutcracker syndrome (NCS) is a condition where the left renal vein is entrapped between the
abdominal aorta and the superior mesenteric artery. This is a rare disease in children, and early
diagnosis is crucial to avoid serious complications such as anemia or renal vein thrombosis.
Common symptoms of NCS include the "Triad symptoms" of hematuria, proteinuria, and flank pain.
We report the case of a 14-year-old healthy female admitted to the hospital with gross hematuria,
left flank pain, no fever, no edema, and normal blood pressure. Laboratory tests showed no anemia,
normal platelets, and normal basic coagulation. Blood urea, creatinine, C3, and C4 levels were
normal. Urine tests revealed many red blood cells, leukocytes in urine (+), and urinary protein/
creatinine ratios of 486 mg/mmol during the day, and 176 mg/mmol during the night. An abdominal
CT scan showed the characteristic Nutcracker image. This case highlights a rare cause of gross
hematuria in children, without edema and negative diagnostic tests suggesting hematuria of
a renal origin requiring computed tomography to confirm the diagnosis of nutcracker syndrome.

Keywords: Nutcracker syndrome, gross hemauria, children.
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