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Muc dich: khéo sét chan doéan va phuong thire diéu tri loan sén mé bédm sinh (LSMBS) & tré em.

Sé liéu va phwong phép nghién ctru: mé ta 10 truong hop LSMBS duoc diéu tri tai bénh vién Nhi Dong 2.
Két qua: Biéu hién thuong gadp cta LSMBS la su phi dai chi hodc ving kém theo céc bét séc tb & da. Tén
thuong trong LSMBS rét da dang bao gém sw phi dai mé mém don thuén cé hay khong kém theo nhiing dj
dang bach mach, déng mach, tinh mach, mao mach va c6 thé &nh hudng dén sw phat trién cda xuong. Diéu
tri bao gém cdt bé mé loan sén; chich xo céc hé tinh mach, bach mach; thuyén tic théng dong tinh mach cho
két qua kha quan.

Két luan: Can thiép diéu tri nén duoc dat ra sém dé han ché sw phét trién ctia mo loan san, bién chimng vé
déng mau va phuc hbi chtrc ndng vén déng cda chi. Sw thay ddi trong chién luoc didu tri bao gém phéu thuat,
can thiép ndi mach, chich xo tuy theo loai mé loan sén wu thé Ia rat quan trong.

Twr khéa: loan sén mé bédm sinh, phi dai chi, Klippel-Trenaunay, Servelle Martorell.

ABSTRACT

CONGENITAL SOFT TISSUE DYSPLASIA IN CHILDREN
Nguyen Tran Viet Tanh', Ho Tran Ban', Vu Truong Nhan’ Dang Ngoc Dung’,
Tran Chi Cuong’, Nguyen Quoc Hai', Truong Dinh Khai'

Objective: study on the diagnosis and treatment approach of congenital soft tissue dysplasia (CSTD) in
children.

Materials and methods: investigate 10 cases of CSTD treated at Children Hospital No2 HCMC.
Results: Common symtom of CSTD is the hypertrophy of limb or segments with port wine stains.
Lesions in CSTD are very variable consisting of pure hypertrophy of the soft tissue with or without
malformation of lymphatic, artery, vein, capillary and may affect the grownth of bones. Treatments
including resection; sclerotherapy for venous, lymphatic lakes; embolisation for arteriovenous fistulas
result pretty well.

Conclusion: Treatment should. be started as soon as possible in order to prevent the development of
the dysplastic tissues, hemostatic complications and rehalibitation of lims function. The modification of
therapeutic strategy including surgery, endovascular embolisation, sclerotherapy depends on predommant
components of dysplastic tissues is very important.

Key words: congenital soft tissue dysplasia, giant limb, Klippel-Trenaunay-Weber, Servelle Martorell.
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L DAT VAN PE

Loan san md bim sinh (LSMBS) la tap hop
nhiing di dang khu tri ciia mé mém, biéu hién duéi
nhidu bénh canh 1am sang da dang. Mot s6 duoc
nhan biét duéi dang nhirng hoi chimg dic biét
nhu Klippel-Trenaunay, Proteus, Parkes-Weber,
Servelle Matorell...Ho3c thong thuong biéu hién
mét tinh trang bénh Iy nhu phi dai chi (hypertrophic
limbs), phii bach mach (lymphedema), loan san
mach mau (angiodysplasia), u - than kinh-ngoai
bi (phakomatosis), phi dai khu tr (segmental
hypertrophy). Hau nhu khéng c6 nhﬁ‘ng hiéu biét va
phdi thai hoc va sinh ly bénh hoc va do do diéu trj
triét dé thyc sir 1a mot thach thirc 16n.

LSMBS da dugc biét dén mot thoi gian kha lau.
Ban diu, mot vai trudng hop duge mé ta véi su ky
quai. Hai trudong hqp' dugc’ Chassaignac mé ta rd
rang vao nam 1958 voi Hiép hoi cac béac si ngoai
khoa Paris [1], v&i cau néi “Nhiing chi & bén trai
la cia mét ngudi binh thuc‘mg, trong khi ¢ bén phai
dudng nhu thude vé nguoi khéng 18”. Mudi nam
sau do, Trelat va Monod xut ban trong to Archives
Générales de Médicine md ta vé mot truong hop

“phi dai ntra ngudi” [10]. Nam 1986, Duzéa bt

dau tranh cai vé nguyén nhan gay bénh va cho
rang rdi loan mang mach mau ndng [2]. Klippel
va Trenaunay mé ta vé hoi ching bér sdc 16 dan
tinh mach phi dai xuong (osteohypertophic varicose

nevus) vao nam 1900 [10], tir d6 héu hét tinh trang

nay duoc quy do nhiing rdi loan mach mau. Pic
bi€t vao nam 1907, hdi chiing Pakes-Weber duwoc
mo ta v6i nhiing thong dong tinh mach ngoal bién
bdm sinh [7].

Néam 1965 Malan va Puglionisi chi ra rang loan
san c6 thé anh hudng dong mach, tinh mach, mach
bach huyét v&i mire do nhidu hoc it [4]. Ho d& nghj
str dung thuat ngi “loan san mach mau” bt ké murc
dd hodc vi tri cla bét thuong mach mau. Nam 1979,
O’Donnell [6], qua nghién ctiu 19 trudng hop loan
san md chi dudi, nhén thiy ring bat thudng vé mach
mau rét da dang, va chia thanh 3 nhém: Klippel hay
loan san tinh mach, thong dong tinh mach bam sinh,
budu mau lan toa.
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- Ngay nay, véi k¥ thudt chup mach mau va siéu
4m c6 thé ching minh ring cic mach mau chinh
khong thay déi trong nhiéu truong hop LSMBS.
Nhiing khao sat vé mé bénh hoc cho théy su tham
nhiém harmatoma hi¢n dién trong tit c& mo mém.
Chinh vi vy nhiing ton thuong vé mach mau don
thnan khong dii dé giai thich hét nhiing réi loan
trong bénh ly loan san m6 véi dac trung mo giai
phau bénh hoc la nhiing té bao phat trién qua mirc
ciia-nhitng mé biét hoa tét. Mot sb truong hop loan
san md c6 thé kém theo tdng san hoic thiéu san
xuong nhlrng cdu trac giai phiu va hinh anh x quang
clia xwong van binh thuong [13]. Tuy nhién nhiing
di dang ddng tinh mach va ‘bach mach cling c6 thé
ton tai trong md xwong va anh hudng dén su phat

_ trién cla xuong [12].

Loan san mé twong ddi dé phat hién qua tham
kham 14m sang nhung dé hidu r5 v& ban chit cua
bénh trén timg bénh nhan lai rit khé khén, dac biét
diéu tri BN LSMBS 12 mot théch thirc rit 16n. Vi
bénh canh lam sang rat da dang, trén thé gi6i ciing
¢6 rat nhiéu béo cao nhung chi tap trung vao mot sb
hdi chimg ma thong thudng nhit 14 tén goi chung
hoi chL'rng Klippel-Trenaunay-Weber. Tuy chiém ti
1¢ da so nhung day chi la tap hop con nam trong tap
hop lén LSMBS. Bénh vién Nhi Dong 2 bat dau tiép
nhan va diéu trj BN LSMBS tir khoang diu nim
2011. Mc du véi s6 lugng BN it 6i va d6i khi gap

 rét nhidu kho khan dé tim ra gidi phap chira tri cho

ngudi bénh, chung t6i da git hai duoc mot sb két
qua dang khich 1&. Do d6 chiing t6i viét bai bao cao
ndy dé chia sé mot sé kinh nghiém rut ra duoc trong
qua trinh diéu tri BN LSMBS.

f.

b

IL POI TUQNG VA PHUONG PHAP NGHIEN
cuu

Khéo sat hd so cta tt ca cac truong hop LSMBS
dugc diéu tri tai bénh vién Nhi Déng 2 tir dau nam
2011 dén nay.

Chang t6i ghi nhan dugc 10 trudng hop. Tét
ca BN déu duoc thim kham ky bai cac BS phau
thuat nhi tng quat, ung budu va chinh hinh. Tt
ca bénh nhan déu duoc kiém tra bang siéu doppler
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mau, chup CT scan. Mt s6 bénh nhan véi ton
thuong l6n va phic tap dugce chup mach mau xé6a
nén (DSA: Digital Subtraction Angiography) dé
~ khao sat nhiing dj dang cta hé dong-mao-tinh
mach [Bang 1]. Diéu tri bao gdm ndi khoa, can
thiép mach mau chich xo va phéu thuat.

Bing 1. Khao sdt chén dodn doi véi cdc BN

LSMBS
‘ Chan doan n (%)
Tham kham bdi cac BS phau thuat nhi 10
tong quat, ung budu, chinh hinh (100)
A 10
Siéu am doppler | ©(100)
8
CT scan (80)
2
| DSA (20)
IIL. KET QUA -

BN ¢6 dd tudi tir 3 dén 11 tudi. Khéng co sy khac
nhau dang ké vé giéi tinh (4 nam, 6 nir). Tién can
gia dinh khong ghi nhan gi bt thuong. Cac triéu
chimg 1am sang dugc ghi nhan trong [Bang 2].

Péi voi két qua khao sat hinh anh hoc, chup x
quang chi ghi nhan 1 trudng hop thiéu san xuong.
Siéu am chi phan anh céac di dang bach mach, do d6
BN d6i khi duoc chin doan 1a budu bach mach to.
- Chuyp mach mau x6a nén thyc hién &2 BN cho thdy

nhiéu diéu tha vi [Bang 3]. Ca hai trudng hop hé
~ dong mach d&u binh thudng.

Bdng 2. Biéu hi¢n ldm sang ciia LSMBS

Triéu chirng n(%)

+ Phi daichi - 5(50)
' Phi dai mot viing cia co thé 2 (20)

| Bét sa“'\c"t(‘) di dang mach mau da 7(70)
Di dang bach mach 6 (60)
Din tinh mach nong 6 (60)

| Bt hic tb khéng 15 2(20)

Vé rdi loan dong mau, ching t6i ghi nhan c6 2
trwong hop, déu xuat hién trong qua trinh diéu tri
béo ton va theo dai.

Diéu tri ngoai khoa g6|11 cat bo toan bd md loan
san, ghép da day néu thiéu da che phii ton thuong.
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Phu thuat c6 thé thyc hién mét 1an dbi véi truong
hop khu tra hodc timg ving néu tdn thuong 16n nam
trai dai nhiéu viing cta co thé,

Bang 3. Khao sat DDMM trong LSMBS

Dang t6n thuong
Chyp DSA
’ TPTM | DDTM
Truong hop | L .
(LSMBS & cénh tay tréi) | atit | Chayeu
Trudng hop 2 s ’
(LSMBS & nguc bung) Rat nhiéu it

DDMM: di dang mach mau; TDTM: thong dong
tinh mach; DDTM: di dang tinh mach

Diéu tri hd tro khong phau thuat bao gdm chich
xo bang bleomycin, con 99,5° d6i v6i nhitng ton
thuong dang “chay chdm” nhu dj dang bach mach
hoac tinh 'mach, thuyén tc cac ton thuong thudc
dang “chay nhanh” nhu théng dong tinh mach,
ho#c cac dong mach nudi chinh cho m6 loan san.

Khéng c6 ti 1& tix vong va bién chimg lén nao
duoc ghi nhan sau md. Khong c6 tinh trang loét
thiéu dudng doan xa kéo dai dugc ghi nhan.

IV. BAN LUAN
LSMBS 1 mdt bénh ly bdm sinh hiém gap dic

" trung bdi sy két hop cta cac di dang bach mach, mao

mach, dong tinh mach va sy tham nhiém harmatoma
trong md mém. Dic diém mo bénh hoc 1a su phat -

trién quéa mirc chia céc té bao biét hoa tot [13]. Theo

Pellerin va cs [13], méc du biéu hién 1am sang rat da
dang, LSMBS c6 thé dugc chia thanh 5 nhém chinh
[Bang 4].

Trong mdi nhom, LSMBS ¢é thé bao gém su
phi dai mé mém don thuan hay c6 kém theo céc
di dang mach mau. D6i v6i nhém 1 (LSMBS khu
trt), chiing toi ghi nhén 1 truong hop BN bj LSMBS
& vung ben va &m mai trai [Hinh 1]. Truong hop
nay bao gdm di dang bach mach, tinh mach va mao
mach, ¢6 su phi dai mé mém it. Trong nhom nay,
néu khéng cé di dang mach méau kém theo ma chi 1a
su phi dai md mém don thuén, ching con co tén goi
la hamatomas md mém [13].
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Bang 4. Phdn logi cua LSMBS theo Pellerin

Loai n (%)
LSMBS khu tru 1/10
(Localised CSTD) ~(10)
LSMBS viingkhéngkém chingkhdngld | 7/10
(Segemntal CSTD without giantism) (70)
LSMBS kém chiing khdng 15 0
(CSTD with giantism)
LSMBS ngoai bi 2/10
(Ectodermal CSTD) 1 (20)
LSMBS trong bénh ly Recklinghausen |- 0
(CSTD in Recklinghausen’s disease)

Hinh 1. LSMBS khu tri:

Ching ta c6 thé nhan thay rang, nhém 2, LSMBS
vung khéng kém ching khong 15, chiém ti 16 cao
nhat, 6/10 truong hop. Theo Pellerin [13], nhém
ndy c¢6 pham vi tir nhiing tén thuong ndm & than
minh cho dén cac chi, nhung khéng bao gio vuot
qua dudng giira. Tuy nhién ching t6i ghi nhan mot
truong hop véi ton thuong & n guc bung rat 16n, vuot
qua dudng giita [Hinh 2). Trong nhém nay ciing
bao gdm céac truong hop phi dai mé mém don thudn
khong kém theo cac thanh phan mach mau [13]. Tuy
nhién ching t6i khong ghi nhén dugc trudng hop nao
trong 7 BN. Céc trudng hop con lai chiém da sb trong
nhém 2, c6 thanh phan ton thuong md bénh hoc 1a
cac di dang mach mau rét da dang, trai dai tur nhiing
rdi loan mach méau néng kiéu dj dang mao mach hay
nhiing loan san dang bai tinh mach, thong dong tinh
mach, budu bach mach. Vi tri ton thuong cé thé ndm
& ving dau mit ¢, than minh hoc tu chi [13]. Trong
cac BN chiing t6i diéu tri, ¢6 2 truong hop LSMBS
ndm & than minh, cdn lai tap trung & chi ma phan
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I6n gdp O chi dudi [Bang
5]. Chinh vi su da dang
ctia cac ton thuong mach
mau, chung ta ¢6 thé bt
gip rat nhidu tén goi
cua cac h¢i chimg (HC)
mang tén cla téc gia dau
tién mo ta vé chiing. Tuy
vay, cac di dang mach
mau phbi hop van c6 thé
xép vao 2 nhom: chay

Hinh 2. LSMBS rdt I6n
0 nguc byng

nhanh hodc chay cham.
Nbi tiéng nhét trong :
nhom nay 1a hoi chimg Klippel Trenaunay, dugc tac
gia ngudi Phap mo ta dau tién vao nam 1900[3]. Dj
dang mach mau trong hdi chimg nay thudc loai chay
cham hay la di dang bach mach, tinh mach, mao mach
khong c6 thong dong tinh mach, anh huéng mot hay
nhiéu chi, thudng gap nhét 1a mot bén chi dudi, kém
theo sy phi dai mé mém va xwong [9]. C hing toi ghi
nhén 4 trudng hop thudc HC nay, c6 dic diém déu 1a
ni, va bi mét bén chi duéi [Hinh 3] . Hoi ching thi
2 ching t6i mudn dé cap dén 1a HC Parkes Weber,
dugc tac gia ndy md ta vao nam 1907 [7]. Di dang
mach mau trong HC nay thudc loai chay nhanh hay
con goi la di dang mao mach, dong mach, tinh mach
keém thong dong tinh mach [9], anh hudng cac chi
hodc than minh, trong d6 chi dudi 1a vi tri thudng
gip nhit. Ching toi ‘khc‘)ng ghi nhan truong hop
nao thugc HC nay. HC thir 3 hié‘m gap hon, cén
lwu y dén 1a HC Servelle Matorell, dwoc 2 tac gia
nguoi Phap nay mo ta vao nam 1948 va 1949 [5],
[8]. HC nay con ¢6 tén HC mach mau-thiéu san
xuong, dic trung bdi sy phi dai chi do cac hé tinh
mach va thong dong tinh mach (rat hiém) kém theo
xuong bj thiéu san. Ching t6i ghi nhan | truong
hop bi HC nay, bé trai 10 tudi v&i mod loan san & cd,
nguc, vai, nach vatoan b canh tay trai [Hinh 4). HC

nay thuong hay bj quy cho la HC Klippel Trenaunay.

Ngoai ra con rat nhiéu cac hoi ching khac,. nhung
n6i chung lai déu c6 dac diém chung la su phi dai mo
mém kém theo céc dij dang mach mau thudc hai loai,
va ¢6 thé anh huéng dén xuong.
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Hinh 3. Hpi chumg thpel Trenaunay
Bé N TLoan da dwoc GS. Chen phau thudt o Dai Loan (cmh iraz)

Trong cac nhom LSMBS con lai, ching t6i
chi ghi nhan dugc 2 truong hop thudéc nhom 4
(b6t hic td khdng 16 hay loan san ngoai bi). péi

* voi LSMBS trong benh ly Von Recklmghausen

tdn thuong md hoc 1a mé loan san (gidng cac nhom
khac) khong phai 1a budu soi than kinh dic trung

Hi nh 4. HC Servelle Matorell (dj dqmg tmh mach thiéu san xuwong, Ihong DTM). Hi nh anh trieoc va
sau khi can thiép thuyén tic théng DTM v chich xo béng cén, bleomycin

trong bénh ly néy [13]. Theo Martelli [11], 5 nhém
phén logi LSMBS cua Pellerin [Bang 4] ¢6 thé gom
lai thanh 2 nhém don gian hon: (1) LSMBS ving cé
kém hay khong chimg khéng 16 (gbm loai 1, 2, 3),
(2) LSMBS ngoai bi (gdm loai 4, 5).

Bang 5. Vi tri cua LSMBS trong nhém 2

Vi tri ciia LSMBS n (%)

Chi trén 1/7 (14,3)
Chiduodi 4/7 (57,1)
Nguc bung 2/7 (28,6)

LSMBS c6 nhing dac diém chung bao gdm: (1)
t6n thuong loan san xuat hién ngay sau sanh va thuong
h?\ng dinh trong sudt cudc doi, hiém khi xuét hién thém
0 vi tri khac; (2) su phat trién ciia mo loan san tuong
(g voi su phat trién caa co thé, it khi co sy phat trién
dot ngot; (3) LSMBS la ton thuong lanh tinh, khong

lién quan dén co va cac mach méu sau [13].

V& mit diéu trj, phBu thuét cit bd toan bd mo
loan san la t8i uu nhat [Hinh 5]. LSMBS khéng c6
sy tai phat hodc di cdn vi déy l1a t6n thuong lanh tinh
[13]. Tuy nhién diéu nay cyc ky khé khan. Bdi l&
thir nhat md loan san thudng thay thé vai trd cia mo
binh thuéng, néu ¢t b toan bd s& din dén mét chic
nang, thir hai md loan san'lan toa va c6 gidi han voi
mo lanh khéng rd nén kho co thé cét bo hét duge. Su
phi dai ciia mé loan san con sot lai sau phau thuét da
duoc ghi nhan. Can thiép ndi mach lam thuyén ,téc cac
thong dong tinh mach, cac mach mau chinh nudi mé
loan san va chich xo cac di dang bach mach, tinh mach
ciing cho két qua tot déi voi nhiing truomg hop khong
thé phau thuat duge hoac hd tro trudc phﬁu thuat dbi
VoI tru‘i)no hop LSMBS qua lon. |

TAI LIEU THAM KHAO.

C'6 13 1ai liéu tham kheo, néu cé nhu cdu xin dic gia lién hé voi tic gia
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