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Renal tumors in the Phakomatosis disease,
what to note: two case report
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SUMMARY

Phakomatosis are a group of neurocutaneous disorders characterised by involvement of structures that arise from the
embryonic ectoderm , consist of central nervous system, skin ,eyes and others: kidney, heart, lung... In this article we focus
on the incidence of renal tumors in Tuberous sclerosis, one of the common diseases in Phakomatosis. Tuberous sclerosis is a
rare neurocutaneous disorder (phakomatosis) characterized by the development of multiple benign tumours in various organs,
including the kidneys. Tuberous sclerosis complex has several renal manifestations including angiomyolipomas (AML) and
renal epithelial neoplasms. Angiomyolipomas is found in 40% of patients with tuberous sclerosis, and its most common

complication is ruptures due to aneurysms. We present two cases was diagnosed with bilateral angiomyolipomas in tuberculosis

and emphasizes the importance of the diagnosis and choice of appropriate treatment for each patient.
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GIOI THIEU

Bénh xo clrng ¢l 1a bénh ly than kinh da dac trung
b&i sy phat trién nhiéu khdi u mé thira lanh tinh cé lién
quan dén nhiéu co quan nhw: ndo, than, phéi, da, tim...,
va cé ty 1& 1/6.000 dén 1/12.000 dan trén toan thé gidi.
Biéu hién lam sang d&c trwng ctia bénh 1a tam chirng
Votg: ddng kinh, cham phaét trién tam than va va u tuyén
ba (u sgi mach ), tuy nhién chi cé khoang <40% bénh
nhan cé day di tam chirng nay.

U co m& mach than 1a khéi u lanh tinh c6 thé xay ra
ngau nhién hoac lién quan dén bénh xo clrng cl. Trong
céc bai bao céo trwdc day, sb lwong u co mé mach xuét
hién ngau nhién gép 4 |an so véi cac truong hop lién
quan dén bénh xo cling cl, va u co m& mach két hop
v&i bénh xo cing ¢t chi chiém 0.3% cac khéi u than.
Diéu dang chu y 1a u co m& mach lién quan dén bénh
xo clng ¢l thwdng xuét hién hai bén, u Ién, nhiéu u va
nhiéu kha n&ng dan dén xuét huyét de doa tinh mang.

B&o céo nay cla ching tdi bao cao vé 2 truong
hop dwoc chan doan u co m& mach trong bénh xo
clrng cu va thai d6 x tri clia cac trwedng hop khac nhau.

* Khoa chan dodn hinh anh bénh vién K

THONG TIN BENH NHAN

Trwong hop thie nhat, ching tdi bao cao la bénh
nhan Bang VT, nam 30 tudi, cé tién str cham phat trién
tam than van dong va co rat nhiéu nbt u soi mach trén
mat, vao vién K vi dau bung di doi, bénh dién bién
khoang 3 tuan, kh&i dau dau bung am i vung thét lung
phai, khéng diéu tri gi, dot nay dau bung ting Ién,
bung chwéng cang kém tiéu mau dwoc nhap vién ngay
10/05/2018.

Bénh nhan dwoc chup CLVT c6 tiém thubc chan
doan.

Hinh 1: Nhiéu u s¢i mach trén méit bénh nhan
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& than phai

Trworng hop bao cao thwr hai Ia bénh nhan
Nguyén T B K, nir 23 tudi vao vién vi dau man swon
trai, bénh nhan cé tién st cat than trai nam do chay
mau u co m& mach than trai, khéng cé tién sir dong
kinh va cham phat trién tam than van dong, bénh nhan
c6 cac biéu hién lam sang nhw nhiéu u soi mach va cac
ban giam sac t6 & mat.

Bénh nhan dwoc chup cat I6p vi tinh 16ng nguc,
bung c6 tiém thudc can quang chan doan.

Hinh 1: hinh anh u s¢i mach va ban giam sac t6é
vung mat bénh nhan

Hinh 2: u coo m& mach than phai bénh nhan, than
trai da cat

Hinh 2. Hinh anh u coo m& mach c¢6 bién chirng xuat huyét

Hinh 3. Hinh anh phinh mach trén
angiography

BAN LUAN

U co m& mach than la u lanh tinh bao gf“)m cac
thanh phan: mach mau, co tron va mé mé& véi ty |& bién
thién. Di véi u co m& mach néi chung, u co m& mach
xay ra ngau nhién chiém ~ 80% trwéng hop va u co mé
mach trong bénh xo cirng cl chiém ~20% , nhin chung
s6 lwong u co m& mach xay ra ngau nhién gap 4 1an so
véi u co m& mach trong bénh canh xo cirng cl. Didu
dang chu y la u co m& mach trong bénh xo cirng cu
thwong la Ion, da 6, hai bén, va cé nhiéu kha nang xuét
hién bién chirng xuat huyét cao hon so véi u co m&
mach xuét hién ngau nhién, gay ra céc triéu chirng 1am
sang nhw: dau bung, dau man swon, tiéu mau, nguyén
nhan bénh sinh la do cuing v&i sy phat trién ca khéi u,
viéc cung cAp mau cho khéi u tang co thé dan dén gian
mach va phinh mach.

U co m& mach than la khéi u lanh tinh duy nhat
& than dwoc chan doan dwa trén chan doan hinh anh,
do thanh phan cé chra m& nén trén phim cét 1&p vi
tinh c6 dau hiéu dién hinh 1a d4u hiéu c6 chia ty trong
mé& (<20HU), trén MRI biéu hién tang tin hiéu trén T1W
do c6 thanh phan m&. Trén phim chup mach (CT —
angiography) phinh mach dwoc phat hién khoang 50%
trong u co m& mach, tly vao kich thuwéc khéi phinh
machma cé nguy co v& gay bién chirng xuét huyét.

Chién lwoc diéu tri hién nay cla u co m& mach
nh&n manh tAm quan trong clia viéc theo ddi sy phat
trién cha khdi u, chd yéu dwa vao cac phwong phap
chan doan hinh anh nhw siéu am, CLVT, hodc MRI.
Diéu tri phu thudc chi yéu vao kich thuwéc cla tén
thwong, sw biéu hién clia cac triéu chirng, da hoac don
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tbn thwong, va kha nang bién dbi ac tinh. Cac bénh
nhan khéng cé triéu ching thi dwoc theo ddi bang
kham lam sang va cac phwong phap chan doan hinh
anh . B6i v&i bénh nhan bj dau, xuat huyét, tén thwong
phurc tap, khdi u Ién thi phwong phap phau thuat hodc
can thiép mach dwoc xem la co két qua tét hon. Do
v&i nhitng khéi u >4cm va khoéng cé triéu chirng 1am
sang thi viéc theo d&i bang siéu am va cac phwong
phap hinh &nh khac 6 thang mét 14n. Vé&i nhivng khéi u
>4cm va co triéu chirng 1am sang nén dwoc chup mach
kiém tra dé lwa chon phuwong phap phau thuat hay can
thiép nut mach than. Cac khdi u <4cm va khong cé triéu
chirng nén dwoc theo ddi thworng xuyén sau mdi 1-3
nam. Cac khdi u <4cm va ¢ triéu chrng nén duwoc theo
ddi mot cach chat ché, néu khong co diéu kién theo di
thi c6 thé cat than ban phan hoc can thiép nat mach.
V&i nhirng khéi u I16n hon 8cm nén phau thuat dé tranh
bién chirng xuét huyét va v& u. Tuy nhién khong phai
t4t c& cac u co m& mach déu dwoc can thiép nit mach
ho&c phau thuat cat bd, d&c biét véi nhitng tén thwong
da u, tén thwong hai bén than do lam giam sé lwong
cac nephron lanh va gidm chirc ndng than, va cac khéi
u co thé phat trién trén cac vi tri khac clia nhu mé than.
Diéu quan trong can lwu y trong cac trweng hop cap
ctru do chdy mau nang de doa tinh mang, dac biét la
nhirng ton thwong I&n, hodc nhirng ton thuwong co thé
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Bénh nhan bao céo thi nhat clia chung téi duwoc
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bung céng to, dau bung, tiéu mau va trén phim chup
CLVT c6 xuét huyét sau phiic mac. Bénh nhan da duoc
can thiép nit mach than phai va khéng phau thuat vi
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dau tién cat than do bién chirtng chay mau AML, hudng
X tri nhw vay da hoan toan chinh xac? Va lan nay bénh
nhan chwa c6 bién chirng, dwgc theo d&i va hen kham
lai sau 3 thang.

BAN LUAN

U co m& mach trong bénh xo clng cl rat hay
gép, va thwong biéu hién nhiéu u, ca hai bén, phat trién
nhanh va hay xuét hién bién chirng hon so v&i u co m&
mach xuét hién ngau nhién. Can phai chan doan duing,
Ilwa chon phwong phap diéu tri thich hop cho trng bénh
nhan trong nhirng hoan canh khac nhau, can thiép kip
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sw xuét hién cac bién chirng cho bénh nhan.
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TOM TAT

Phakomatosis 14 nhom bénh 1y rdi loan than kinh da déc trung béi sy anh hudng t6i cac co quan ¢6 ngudn gde tir ngoai
bi, bao gdm céac co quan nhu: hé than kinh trung wong, da, mit va mot sé co quan khac nhu than, tim, phdi... Trong bai bao céo
nay ching toi tip trung trinh bay vé ton thuong u than trong bénh xo cting cu (Tuberous sclerosis) mot trong cac bénh 1y hay
gip trong nhom bénh phakomatosis. Bénh xo cing cii 1 bénh 1y than kinh da hiém gap dic trung boi su phat trién nhiéu khéi u
mo thira lanh tinh & nhidu co quan, trong d6 c6 than. Biéu hién & than hay gip la u co m& mach va méot sé u biéu mé than khéc.
U co m& mach than duoc thiy khoang 40% bénh nhan xo ctng ci, va bién chimg hay gip nhat ciia n6 1 chay méau do v& phinh
mach. Chiing t6i bao cao 2 case lam sang duoc chin doan u co m& mach than trong bénh canh xo cing ci véi muc dich nhan

manh tdm quan trong cta viéc chan doan u than va thai do diéu tri phi hop voi tirng bénh nhan.

Tw khoa: u thdn, phakomatosis
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