TAP CHi NGHIEN CPU Y HOC

GIAN BACH MACH RUOT TIEN PHAT O MOT TRE CO TIEN SU
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Gian bach mach rudt tién phat (PIL) la mét réi loan gidn bach mach ruét bam sinh, hiém gép. Céc triéu
chirng I&m sang cta bénh géy ra do mat qué nhiéu dich bach huyét vao long rudt, bao gém protein, chét béo
va té bao lympho. Chuing téi béo céo mét truong hop tré nix, 14 tudi, biéu hién tiéu chdy kéo dai va phu hai
chén. Tré c6 tién sir phdu thudt cat u bach huyét mac treo ruét luc 3 tudi; biéu hién tiéu chdy va phu nhiéu
dot, xuét hién tir sau phdu thudt mot ndm. Xét nghiém cho thdy giam albumin méu (19,9 g/L), gidm ndng d6
250H vitamin D (1,8 ng/mL) va calci mau (Ca ion 0,81 mmol/L), gidm bach cau lympho (0,62 G/L), protein
niéu &m tinh. MRI 6 bung khéng cé hinh énh bét thuwong. N6i soi té trang, hoi trang va sinh thiét c6 hinh
anh gian bach mach ru¢t. Chup bach mach sb héa xéa nén khéng cé dwong ré bach mach nhwng c6 gién
bach mach gan. Ching t6i chan doéan tré bj PIL, diéu tri bing ché d6 &n véi thanh phéan lipid chudi trung
binh, st dung octreotide tiém dwé&i da va tiém xo bach mach gan; tré hét phu, albumin mau duy tri én dinh.

T khéa: mét protein qua ruét, gian bach mach ruét tién phat, bénh Waldmann.

I. DAT VAN DE

Gian bach mach rudt tién phat (PIL: primary
intestinal lymphangiectasia) 1a mét rdi loan gian
mach bach huyét & rudt gay ra bénh canh mét
protein qua rudt, dwoc md ta 1an dau tién bdi
Waldmann va céng siw vao nam 1961' - nén con
dwoc goi la bénh Waldmann. PIL dac trwng b&i
cac mach bach huyét trong I&p niém mac, dudi
niém mac hoac dwi thanh mac cla ruét bi gian
lan téa hoac khu trd va/hoac bi v& do ap lwc cao
trong cac mach bach huyét.2

Cho dén nay, nguyén nhan gay bénh va ti 1é
mac hién chwa dwoc biét ré. Tuy nhién, bénh
duoc coi la v can vi thwdng xuét hién sém
@ tré em va khoéng c6 cac nguyén nhan gay ra
gian bach mach ruét thé¢ phat nhu: xoén ruét,
sau phau thuat stra tim bam sinh, viém mang
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ngoai tim co that, b&nh mé lién két, sarcoidosis,
bénh rudt viém, ung thw.® M6t nghién ctru gén
day trén mé hinh chudt cho thay khi lam mét
cac thu thé gibng thu thé calcitonin (Calcrl)
trong mé bach huyét gay ra gidn bach mach
rudt, d&c trwng bdi bénh canh mét protein qua
rudt va gian bach huyét trong nhung mao rudt
(lacteal) nén khong hép thu duoc lipid.* K& twr
khi Waldmann mé ta cho dén nay, PIL ciing chi
dwoc bao cao béng cac tredng hop bénh don
I& trén y van, cho thdy day la mét tinh trang
hiém gép.

Biéu hién lam sang va xét nghiém cuda gian
bach mach ruét la do ro ri thanh phén dich bach
huyét vao trong ldng ruét. Triéu chirng cla PIL
thworng xuét hién trudc 3 tudi véi phu ngoai vi,
cb chwéng va céc triéu ching tiéu hoa.® Xét
nghiém dién hinh cho thy giam albumin mau,
gidm immunoglobin mau, gidm hép thu céac
vitamin tan trong lipid. Qua trinh nay dién ra kéo
dai, néu khéng dwoc chan doan va xw tri cé thé
sé gay ra cham téng truwdng thé chat hodc ting
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nguy co mac cac bénh nhiém tring do mét cac
thanh phan mién dich qua ruét.

Chung t6i chan doan mét trwdng hop PIL &
tré 14 tudi v&i biéu hién tiéu chay va phu ngoai
vi tirng dot xuét hién tir luc 4 tudi. Cac dot phu
tré dwoc dwa vao bénh vién dia phwong dé
truyén albumin, sau d6 tai phat. V&i chan doan
chinh xac va st dung cac phuong phap diéu
tri cho PIL, tinh trang bénh nhan cai thién va
on dinh. Mot diéu dac biét khac & bénh nhan
nay la cac biéu hién cta gian bach mach ruét
xuét hién sau phau thuat cat u bach huyét mac
treo rudt, chung t6i sé thao luan liéu cé mdi lien
quan gilra gidn bach mach ruét va u bach huyét
mac treo ruét trong phan ban luan.

I. GIGI THIEU CA BENH

Bénh nhan ni, 14 tudi dwoc chuyén tir
bénh vién dia phwong t&i bénh vién chuang
t6i v&i chan doan tiéu chay kéo dai cé gidm
albumin méau do tré biéu hién tiéu chay va phu
hai chan trong hai tuan nay, xét nghiém albumin
mau 24,3 g/L (da truyén albumin). Tré c6 tién
st phau thuat u bach huyét mac treo ruét lic
3 tudi tai mot bénh vién khac tai Ha Noi (biéu
hién bung chwéng trén 1am sang, chan doan
dwoc khang dinh bang két qua giai phau bénh).
Sau phau thuat mét nam, tré xuat hién nhiéu
dot tiéu chay cip va phu hai chan, vao bénh
vién dia phwong nhiéu 14n xét nghiém cho thay
gidam albumin mau, dwoc truyén albumin. Tré
tang trwdng thé chéat va phat trién tinh than, van

dong binh thuwong, da day thi hai ndm nay. Tién
st gia dinh khéng c6 bat thuong.

Kham bénh nhan thay: thé trang gay, can
ndng 38 kg, chiéu cao 149 cm, BMI 17 kg/m?;
mach 80 chu ki/phut, huyét ap 110/70 mmHg,
SpO, 98%, nhiét d6 37°C; khong co d4u hiéu
mét nuwéc, phu nhe hai mu ban chan; bung
mém, khéng chwéng, khéng dau bung, phan
Idng 3 - 4 lan/ngay khéng cé nhay mau; khéng
thay bat thworng cac co quan khéc.

Xét nghiém tbng phan tich t& bao mau ngoai
vi cho thdy gidm sé lwong bach cau lympho
(0,62 GIL), cac té bao khac binh thuong (sb
lwong bach cau 6,59 G/L, bach cau trung tinh
5,21 G/L, bach ciu wa acid 0,07 G/L, ndng d6
hemoglobin 152 g/L, s lwong tiéu cau 390
G/L). Xét nghiém sinh héa mau: gidm protein
toan phan (30,6 g/L), giam albumin (19,9 g/L),
giam cac globulin mién dich (IgA 29 mg/dL, IgM
28 mg/dL, IgG 167 mg/dL), giam néng d6 C3 bd
thé (0,47 g/L), ndbng dd C4 binh thuwong (0,13
g/L), gidm kali (2,9 mmol/L), gidm calci (calci
ion 0,81 mmol/L), gidm magie (0,5 mmol/L),
gidm néng do vitamin D (250H vitamin D 1,8
ng/mL), cholesterol 3,2 mmol/L, triglyceride
1,21 mmol/L, GOT 40 U/L, GPT 36 U/L, ure
1,8 mmol/L, creatinine 55 ymol/L. Xét nghiém
dong mau co ban: PT 41%, INR 1,75. M6t sb
xét nghiém khac: protein/creatinine niéu 25 mg/
mmol, soi phan khéng cé hdng ciu, bach cau,
trieng giun san va don bao duwdng rudt, khang
thé khang nhan am tinh, siéu am tim binh
thwong.

Hinh 1. Néi soi ta trang va héi trang: hinh anh mach bach huyét gian, cé chd tap trung thanh
dam & ta trang (A, B), nhiéu hinh anh gia polyp doan cubi héi trang (C)
Hinh anh siéu am & bung va chup cong hwéng tr & bung ctia bénh nhan khéng cé béat thuwong.
Noi soi da day ta trang thay hinh anh gian bach mach & ta trang, cé chd tap trung thanh dam, niém
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mac thay rd nhung mao (hinh 1A - B). N6i soi dai trang danh gia cao lén phia trén thay doan cubi hoi
trang cé nhiéu hinh anh gia polyp (hinh 1C). Két qua mé bénh hoc bang phwong phap nhuém HE
va PAS tlr bénh pham sinh thiét & ta trang va hdi trang déu cho thay cac mach bach huyét gian rong
vung md dém, phu hgp véi hinh anh gian bach mach ruét (hinh 2).

Hinh 2. M6 bénh hoc ta trang va héi trang nhuém Hematoxylin va Eosin: mach bach huyét
gidn réng ving md dém ta trang (A) va hoéi trang (B)

Chung t6i bé sung cac thanh phan bj thiéu hut cho bénh nhan: truyén albumin, bd sung kali,
magie, calci, vitamin D va vitamin K. Ddng théi, véi chan doan gidn bach ruét tién phat, chung toi
hoi chan chuyén khoa dinh dwéng vé ché dd &n véi thanh phan acid chudi trung binh va giai thich
cho bénh nhan cung ngudi chdm séc hiéu va tuan tha ché dé dinh dwéng nay. Sau 11 ngay, tinh
trang l1am sang khong cai thién nhiéu, tré van phu nhe hai chan va tinh trang phan thay dbi (c6 ngay
phan sét 1 1an/ngay, c6 ngay phan nhiéu nwéc 3 — 5 1an/ngay), albumin mau van giam (16,1 g/L) nén
chung t6i st dung thém octreotide tiém duéi da véi liéu 200 ug/lan, 2 1an/ngay, trong hai tuan. Sau
tiém octreotide 3 ngay, tinh chat phan cai thién véi phan sét, 1 - 2 1an/ngay, sau 10 ngay phan binh
thwérng, 1 1an/ngay; kali mau tré vé binh thuwéng nhwng albumin mau cai thién cham (18 g/L).

Hinh 3. Chup mach sé héa x6a nén bach mach: tiém lipiodol vao hach ben hai bén thay bach mach viing
ben, tiéu khung (A) va that lung (B) binh thudng, ng ngue Ivu théng binh thuweng db vao tinh mach dudi
don trai (C). Chup bach mach gan qua da théy gién bach mach gan tréi di vao vung rén gan — ta trang (D).
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Chung t6i chi dinh chup bach mach sb hoa
xéa nén, bom lipiodol vao hach viing ben hai
bén hién hinh bach mach viing tiéu khung, 6
bung va bé dwdng chép, khéng thdy dwdng
rd hay thoat thuéc vao trong & bung (hinh 3A
- B). Ong nguc thang, db vao tinh mach duéi
don trai, khéng thay ro hay thoat thudc (hinh
3C). Chup bach mach gan véi dwdng vao qua
da vao bach mach canh tinh mach ctra nhanh
trai, thay bach mach gian di vé phia rén gan
(hinh 3D), tién hanh tiém 10 ml bot gay xo (2 ml
aetoxisclerol 2% tron 8 ml khi) vao bach mach.

Sau tiém xo bach mach gan, bénh nhan
dwoc danh gia lai albumin mau sau 2 ngay, 2
tuan, 3 tudn déu gi» 6n dinh trén 20 g/L (twong
rng la 20,6 g/L, 25,6 g/L, 21,2 g/L), bénh nhan
hét phu, tinh chat phan binh thwong. Bénh
nhan dwoc ra vién, tiép tuc thwe hién ché do
&n giau protein va thanh acid chudi trung binh,
bd sung vitamin D va calci dwdng udng. Do tinh
dich dich COVID - 19, chung t6i két hop véi
bénh vién tai dia phwong quan ly bénh nhan
ngoai tru, xét nghiém albumin mau 2 va 4 tuan
sau khi ra vién twong trng 23,9 g/L va 21,6 g/L,
tinh trang 1am sang 4n dinh.

IV. BAN LUAN

Tiép can nguyén nhan gay phu, gidm
albumin mau va tiéu chay trng dot & bénh
nhan nay, chung t6i nghi nhiéu nhat dén bénh
li méat protein qua rudt; ddng thoi ciing loai triy
cac nguyén nhan khac gay gidm albumin mau
nhw: gidm cung cap protein (tdng trwdng can
nang va chiéu cao trong gi¢i han binh thuwéng),
gidm téng hop tir gan (xét nghiém PT 41%, INR
1,75 tr& vé binh thwong sau tiém vitamin K va
khong cé cac bang chirng khac cla suy gan),
méat protein qua nudc tiéu (protein/creatinine
niéu 25 mg/mmol). Néng dd a - 1 - antitrypsin
tang cao trong phan phan anh sw mét protein tw
rudt non hodc ruét gia.® Tuy nhién, do han ché
clia phong xét nghiém tai bénh vién, xét nghiém

nay chwa thyc hién dwgc cho bénh nhan. Ngoai
giam albumin mau, két qua mot sd xét nghiém
mau khac nhw gidm noéng dé cac globulin mién
dich, gidm sé lwong bach cau lympho, gidm cac
vitamitamin tan trong lipid (vitamin D, vitamin
K) giGp chang téi nghi dén bénh li gian bach
mach rudét - mét nguyén nhan cla hdi chirng
mat protein qua rudt. Hinh anh ndi soi ta trang,
héng trang va két quéd mé bénh hoc da khéng
dinh bénh nhan bi gian bach mach rudt.

Bénh nhan trong bao cdo nay xuét hién cac
triéu chirng cla gidn bach mach ruét tir rat sém
(4 tudi) va kéo dai (10 ndm), ma khdng c6 biéu
hién bat thwong khac kém theo goi y nguyén
nhan thir phat nén ching téi nghi dén gian bach
mach ruét tién phat (PIL). Tuy nhién, bénh nhan
nay xuét hién cac triéu chirng cla gian bach
mach rudt sau phau thuat cat u bach huyét mac
treo rudt, nén chung t6i cho bénh nhan chup
phim cong huwéng tir 6 bung nham loai trir gian
bach ruét thir phat gay ra do khdi u & duwdng
tiéu héa hodc xo héa sau phic mac, két qua
khéng c6 hinh anh bét thuwéng. Ngoai ra, bénh
nhan cling dwoc chi dinh siéu am tim dé loai trir
gidn bach mach ruét th&r phat do viém mang
ngoai tim co that va khang thé khang nhan dé
loai trir gidn bach rudt trong b&nh mo lién két
nhw lupus ban dd hé thdng. Két qua ndi soi tiéu
héa va m6 bénh hoc ngoai hinh anh gién bach
mach cling khéng cé hinh anh cla cac bénh li
ruét viém. Vi vay, chan doan PIL phu hop v&i
bénh nhan clia chung téi.

Do PIL 1a mdt bénh hiém nén trong vong 60
nam ké tir khi dwoc md ta cho dén nay moi
chi cé cac ca bénh hoac chum ca bénh don 1é
dwoc bao cao trén y van. Nam 2010, Jie Wen
va cdng sy bao cao 4 ca PIL va téng hop thém
80 ca PIL trén hé thdng dir lieu MEDLINE vé
cac dic diém cla bénh.® Két qua cho thay PIL
xuét hién chd yéu & tré em véi tubi khéi phat
trung binh la 13,3 tudi, 53% s ca kh&i phat
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trwde 2 tudi va 75% khédi phat trede 20 tudi. Tile
gép céc biéu hién phu, cb chuéng, tiéu chay va
giam protein mau trong sé cac ca dwoc bao cao
twong wng la 78%, 41%, 62% va 83%; khdng
khac biét & nhom tré em (tudi chan doan dudi
14 tubi) va nhém nguoi 16n.6 Mot nghién ctru
khac méi dwoc cong bd ndm 2019 cla Durga
Prasad, tdng hop 28 ca PIL trong vong muoi
nam tai mot trung tdm tiéu hoéa nhi.” Két qua
nghién ctru cho thay tudi khéi phat triéu chirng
trung binh la 12 thang (1 - 192 thang), thi gian
t lic khéi phat triéu chirng dén Itc dwoc chan
doan PIL la 54,8 thang (11 - 144 thang). 36%
tré bi suy dinh dwdng thé thap coi (chiéu cao < -
2SD), 18% tré bj sut can, 11% cé tién st nhiém
trung ho hap tai dién. T71& tré ¢ biéu hién phu
chan, phu toan than, tran dich mang bung,
mang phdi, mang tim 1an lwot la 93%, 64%,
64%, 18%, 18%. Cac triéu chirng tiéu hoa: tiéu
chdy man tinh, phan m&, dau bung chiém ti l&
lan lwot 1a 78,6%, 18%, 11%. Dac diém mot sb
xét nghiém: 82% giam albumin mau, 68% giam
gammaglobulin mau, 75% gidm calci mau va
39% gidm bach cau lympho.” Bénh nhan cla
chung t6i khéi phat triéu chirng tir 4 tudi gibng
cac biéu hién da dwoc mod ta trong y van nhw
phu va tiéu chay tirng dot, gidm albumin mau,
céac globulin mién dich, calci, vitamin D, vitamin
K (gidm PT), sb lwong bach ciu lympho.

Ngoai ra, trong sé cac xét nghiém ching toi
chi dinh ban dau dé loai trir gidn bach mach
th phat trong bénh mé lién két, bénh nhan cla
chuing t6i c6 gidm ndng dd C3 bd thé. Bé&nh nhan
nay da duoc loai trv lupus ban dd hé théng (do
khang thé khang nhan am tinh va khéng cé cac
biéu hién khac cta bénh) nén gidam néng do C3
la do qué trinh mét protein qua rudt. Trong mot
bao céo, khi dién di protein cho thay c6 sy khac
nhau trong thanh phan protein bj mét, khong
chi mét riéng albumin: thanh phan alpha - 1
(bao gdém lipoprotein ti trong cao) va alpha - 2
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(bao gdbm antithrombin Il va chét tc ché C1)
c6 sb lwong binh thuwéong; thanh phan beta - 1
(bao gbém transferrin, C4, C2) va beta - 2 (gdm
C3) gidm nhe; gidm manh nhét & thanh phan
gammaglobulin cé lién quan dén gidm C1q.
Nhw vay, gidm ndng dd bd thé co thé gap &
bénh nhan PIL nhwng it dwgc bao cao trong
cac ca bénh. Gidam bd thé cung vai gidm bach
cau lympho va giam cac globulin mién dich gay
nén tinh trang thiéu hut mién dich méc phai &
bénh nhan gian bach mach rudt.

Phu bach huyét - mét di dang mach bach
huyét, v&i bidu hién phu chi mot hodc hai bén,
4n khong 16m - c6 thé lién quan dén gian bach
mach rudt, dwgc bao cao & 14 — 22% céac
trwong hop PIL.5” Bénh nhan cla chung toi
khong c6 biéu hién phu bach huyét nhwng lai
c6 tién st u nang bach huyét mac treo rudt da
phau thuat va dwoc khang dinh bdng mé bénh
hoc. U bach huyét (lymphangioma) la di dang
badm sinh khéng hay gdp trong qué trinh biét
hoéa bach mach, hinh thanh tén thwong dang
khéi do gidn cac kénh bach huyét, thwerng khu
trd & vang dau, cb. U bach huyét trong 6 bung
hiém gap, trong dé hay gdp & mac treo ruot.®
Nhw vay, u bach huyét mac treo va gién bach
mach ruét tién phat déu Ia cac tén thwong gian
bach mach tién phat & dwong tiéu hdéa nhwng
chwa cé nghién ctvu vé méi lién quan gitra hai
tinh trang nay. Theo ching t6i biét, cé rat hiém
ca bénh PIL cé kém theo u bach huyét trong
6 bung dwoc bao cdo trén y van." Bénh nhan
cla chung t6i dwoc chi dinh chup cong hudng
tir 6 bung (danh gia cac khéi u trong 6 bung lién
quan dén tinh trang gian bach mach rudt) va
chup hé bach mach sé héa xéa nén (danh gia
rd bach mach sau phau thuat & bung) cho két
qué binh thuwdng. Diéu nay cho thdy bénh nhan
c6 cé hai loai di dang bach mach tién phat cta
dwdng tiéu hoa: u bach huyét mac treo va gian
bach mach ruét tién phat.
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Gian bach mach ruét dwoc chin doan béng
hinh &nh trén noi soi tiéu héa va khang dinh
béng mé bénh hoc tlr bénh phdm sinh thiét ta
trang. Hinh anh néi soi dién hinh cla gian bach
mach la cac nhung mao mau trdng & ta trang
nhw hinh béng tuyét. Tuy nhién, cac bat thwong
hay xay ra & vung héi manh trang, cé thé nhe
va gian doan nén cé thé khong quan sat thay
gian bach mach qua néi soi da day va dai trang,
tham chi trén sinh thiét. Trong nghién ctru téng
hop cla Jie Wen, 14% (9/64) trwdng hop PIL
bi bd sét chan doan bang ndi soi, 4 trudng hop
cla tac gid bao céo sinh thiét qua ndi soi am
tinh dwoc xac dinh chan doan bang noi soi
vién nang.® NGi soi vién nang co6 video la mét
phwong phap méi dé quan sat truc tiép rudt
non dwoc st dung khi cac phwong phap khac
khong tim thay tén thwong, cé thé xac dinh vj tri
tdn thwong chinh xac hon vi nghién ctu duwoc
toan bd rudt non. V&i chan doan 1am sang nghi
ngo gian bach rudt, ching téi chi dinh ndi soi da
day - ta trang danh gia xuéng phia dwdi va noi
soi dai trang danh gia lén phia trén, quan sat
thay hinh &nh gién bach & ta trang va hdi trang
trén ndi soi va bénh pham sinh thiét. Trwdc do,
bénh nhan da dwoc ndi soi da day va dai trang
nhidu 1an tai cac bénh vién khac cho két qua
binh thwéorng, c6 thé do ki thuat soi chwa danh
gia sau xudng ta trang va héi trang nén khong
quan sat duoc tén thuong.

Do bénh hiém gap, thiéu cac thtr nghiém
lam sang ngau nhién nén cho dén nay van
chwa c6 hwéng dan didu tri PIL cu thé. Ché do
&n vai acid béo chudi trung binh (MCT), it acid
béo chudi dai (LCT) van dwoc xem la nén tang
trong diéu tri PIL. MCT hép thu tryc tiép vao hé
théng tinh mach clra, khéng qua hé bach mach
ruét nhw LCT nén giup gidm lwu lwgng bach
huyét rudt, giam lwong dich bach huyét bj mét
qua rudt. Trong mét sé trweng hop nang, can
nudi dwdng tinh mach hoan toan. 63 - 78% cac

trwdng hop dap ng véi ché do an don doc.57
Can tw van cho bénh nhan va ngudi cham séc
vé viéc tuan tht ché do6 &n vi cac triéu chirng sé
xuét hién tr& lai sau khi ngirng ché d6 &n nay.

Octreotide dwoc st dung cho nhirng bénh
nhan PIL khéng cai thién sau khi thay dbi ché
do an. Octreotide c6 tac dung wrc ché nhu dong
duéng tiéu hoa va viéc tiét hormone cla tuyén
yén, tuyén tuy, tuyén rudt. Mac du co ché hoat
doéng cua octreotide lam gidm mét protein qua
dwong tiéu héa chwa rd rang nhuwng gia thuyét
vé co ché hoat déng cua octreotide trong PIL
bao gdm gidm hap thu chat béo & rudt, trc ché
cac peptide hoat tinh trong rudt va kich thich
hé than kinh tw chd." V6&i co ché nay, co tac
gia dua ra gia thuyét octreotide chi cé tac dung
v&i nhirng bénh nhan PIL c¢6 tiéu chdy nang."
C6 nhirng trweéng hop PIL cai thién khi diéu tri
octreotide nhwng cling cé trwdng hop khéng
thdy hiéu qud hodc tai phat triéu ching khi
dirng thudc.67'2 Bénh nhan ctia ching t6i dwoc
chi dinh octreotide tiém dw&i da vi khdng dap
&ng v&i ché do &n MCT, tinh trang tiéu chay cai
thién va phan tré vé binh thuwdng sau 10 ngay
st dung octreotide.

Mot sb thudc khac nhw corticosteroid,
tranexamic acid, rapamycin, everolimus dwoc
b&o cdo co hiéu qua & mot sé ca PIL.67'2 Tuy
nhién, sé ca dwoc bao cdo khéng nhiéu nén
chuwa thé két luan vé tac dung cla cac thubc
nay trong diéu tri PIL. Tiém xo bach mach va
phau thuat cat doan ruét 1a nhitng phuong
phap dwoc chi dinh cudi cung va kha hiru ich
trong trvo'ng hop gian bach mach khu tru.®

Bénh nhan cla ching t6i hét tiéu chay sau
khi diéu tri octreotide tuy nhién albumin mau
van cai thién cham nén chuang tdi chi dinh chup
bach mach. Tuy khéng c6 r6 bach mach nhwng
cé gian bach mach gan trai. Sau khi tiém xo
bach mach gan va duy tri ché d6 an MCT,
albumin mau tang 1én va duy tri 6n dinh trén
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20 g/L trong hai thang theo d&i ma khéng can
truyén albumin va tiém octreotide.

V. KET LUAN

Gian bach mach rudt tién phat la mét di dang
bach mach rudt bAm sinh gay gian bach mach
va mét cac thanh phan dich bach huyét vao long
rudt, thwerng khéi phat tir nhd. Bénh cé thé co
lién quan dén cac di dang bach mach khac cua
dwdng tiéu héa nhuw u bach huyét trong 6 bung
hoac ngoai dwdng tiéu hda nhw phu bach mach
& chi. Tuy hiém g&p, gian bach mach ruét tién
phat can dwoc chan doan chinh xac va diéu
tri bang cac phwong phap thich hop dé tranh
anh hudng dén sy tang trwdng thé chat va kha
nang mién dich cla tré.
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Summary
PRIMARY INTESTINAL LYMPHANGIECTASIA WITH
A HISTORY OF MESENTERIC LYMPHANGIOMA

Primary intestinal lymphangiectasia (PIL) is a congenital and rare disorder of intestinal
lymphangiectasia. The clinical manifestations of PIL are characterized by excessive loss of
lymphatic fluid which includes proteins, fats, and lymphocytes into the intestinal lumen. We reported
a case of a 14-year-old girl presented with persistent diarrhea and lower limbs edema. She had
a history of surgery to remove mesenteric lymphangioma at 3 years of age and presented with
persistent acute diarrhea and edema one year post surgery. Laboratory tests resuts showed
hypoalbuminemia (19.9 g/L), hypovitaminosis D (250H vitamin D levels 1.8 ng/mL) and hypocalcemia
(iCa 0.81 mmol/L), lymphopenia (0.62 G/L), negative proteinuria. Abdominal MRI showed no
abnormality. Endoscopy and biopsies of the duodenum, ileum showed intestinal lymphangiectasia.
Lymphangiography DSA showed no lymphatic leakage but with dilated hepatic lymphatic. She was
diagnosed with PIL and treated with a medium-chain triglyceride diet, subcutaneous octreotide and
hepatic lymphatic sclerotherapy. Her edema resolved and her serum albumin remained stable.

Keywords: Protein-losing enteropathy (PLE), primary intestinal lymphangiectasia (PIL),
Waldmann’s disease.
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