Nhién hai trudng hop buéu nguyén bao phoi...
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TOM TAT

Pt van dé: Budu nguyén bao phdi - mang phdi (Pleuropulmonary-blastoma-PPB) & u trong 16ng ngwc
tré em tién tridn va hiém gép, v6i dic diém bénh hoc dac trung, xuét phéat tir trung mé phdi - mang phoi.
Didu trj PPB chi yéu Ia phau thuét két hop héa tri. Tuy nhién, tién lugng bénh PPB vén con la thach thic.

Déi twong va phwong phap nghién ciru: Nghién ctru héi ctru 2 bénh nhi 4 tudi dwoc chan doén Budu
nguyén bao phdi - mang phéi tai Bénh vién Nhi Béng 2 Tp HCM. Chung t6i ghi nhan dau hleu l&m sang,
mé bénh hoc, tém tét phac dd diéu trj.

K&t qua: Suy hé hép Ia triéu chiing néi bat nhét (khdng cé di can hé than kinh trung wong va xuwong)

Mot trong hop c6 di dang dang nang, mét truong hop 1a u mé déc. Ca hai truong hop déu duoc bat
du héa tri hd tro trong sudt thoi gian thé méy. Phau thuét triét dé Ia diéu kién tién quyét trong diéu trj va
héa tri Ia phédn quan trong.

Tlr khéa: Buéu nguyén bao phéi - mang phdi.

ABSTRACT
CASE REPORT: TWO CASES OF PLEUROPULMONARY-BLASTOMA IN CHILDREN
Nguyén Hoan Chau', Luu Diép Yén Anh', Mai Tén Lién Bang?,
Hb Trédn Ban®, Vi Truong Nhéan®, Trvong Dinh Khai*

Background: Pleuropulmonary-blastoma (PPB) is a very rare and progressive pediatric intra- thoracic
neoplasm, with distinct pathological morphology. PPB is arised from pleuropulmonary mesenchyme.
Modality of therapeutic PPB consists of surgery, radiation and chemotherapy. However, prognosis of PFB
remains challenging.

Materials and methods: Two childrens, 4 years old with PPB diagnosed was analyzed retrospectively
in CHildren Hospital #2, Ho Chi Minh City. Clinical data, surgical notes, histologic pathology, summary of
chemotherapy were obtained.

Results: - Respiratory failure was the most common clinical symtom (no CNS and bone metastases).

- One case had congenital cyst. The other was presented with solid tumor. Both of them were started
with flowing adjuvant intensive chemotherapy during ventilator dependent time. Complete resection is a
prerequisite for cure, and effective chemotherapy is important for PPB treatment.
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Bénh vién Trung wong Hué

I. PAI CUONG

Bu6u nguyén bao phdi — mang phdi (PPB)
13 1 loai budu 4c tinh c6 ngudn gbc phodi thai,
xut hién & ltra tudi nho hon 5 tudi, xut phat tir
trung md phdi — mang phdi. V& sinh bénh hoc,
PPB theo thoi gian tién trién tir dang nang thanh
dang dic.

PPB dugc chia thinh 3 nhom theo giai phiu
bénh: type I (dang nang), type II (hdn hop dang
nang va dic) va type I1I (dang dic). Type I vaIll c6
thé kém theo di can (thwong 1a di cin ndo).

Biéu hién 14m sang thuong 13 nhirng rdi loan vé
h6 hép & nhimng mic d6 khic nhau. D& chin do4n
PPB, cin sinh thiét phin mé dic.

Diéu trj PPB chi yéu 13 phiu thudt két hop hoa
tri. D dwoc didu trj da md thic, ty 1€ séng ctia PPB
khé thip, khoang 40-50%. Chung t6i bdo cdo v& vén
@& diéu tri PPB @& chi ra nhimg thach thirc trong
didu trj hién tai.

IIL KET QUA NGHIEN CUU
3.1. Pic diém 1am sang

II. POI TUQNG VA PHUONG PHAP
NGHIEN cUU

Béo céo nghién ctru theo di biéu hién 1am sang,
din tién didu trj va dép tmg & 2 ca duoc chin doan
buéu nguyén bao phdi - mang phhdi tai Bénh vién
Nhi Pdng 2 nam 2015. Trong nghién ctru nay, 2
bénh nhi déu 4 tudi lic chén doan.

Dic didm theo ddi, biéu hién 1dm sang,
phuong phép phiu thuit, gidi phiu bénh 1y, tém
tit hoa tri, xa tri 2 ca bénh. Kich thuéc budu
dugc do trén CT scan ngyc. C4 2 ca déu duoc
sinh thiét. Panh gid ddp Gng sau héa trj tuin
9-10, dya vao mirc d0 giam thé tich khdi budu
trén 14m sang va hinh anh hoc. Céc phan 46 dap
ng: dap ng hoan toan (khdng con thiy budu),
d4p Gng 1 phan (thé tich budu giam >67), dip
g it (33%< thé tich budu giam <67%), bénh
khong thodi lui (thé tich budu gidm <33%) hoic
bénh tién trién (budu ting kich thuéc).

Bang 1: Ddc diém lam sang:

Bénh nhi 1 2
Tubi (théng) 47 théng 44 théang
Gidi Nir Nam

Vi tri tdn thuong

Phéi — mang phdi phai, co hoanh

Phéi — mang phdi phai

Phén loai gii phiu bénh I I
Tién cin Khong c6 Dj dang nang tuyén dudng hd
hap dudi (Cystic adenomatoid
malformation)
Kich thuée buéu lic chin doan 117x87x104 mm 111x90x120 mm

C4 2 ca bénh déu c6 suy ho hip, trong d6 ca 1
suy ho hép tién trién sau khi sinh thit buéu.

O thoi diém chén doén, vi tri budu tién phat
déu & 1 bén 16ng nguc, cu thé & 2 ca nay déu
& bén ngyc phdi. Ca 1 budu cé lién quan dén
co hoanh.

Ca 2 ca déu dugc tAm soat di cin (MRI so nio,

Tap Chi Y Hoc LAm Sang - S§ 372016

xa hinh xwong). T4t ca déu 4m tinh.

Ca 2 timg dugc chin doan di dang nang tuyén
dudng hé hip (CCAM) liic 2 tubi.

Khéng trudng hop nao budu &2 bén. Ca 2 ca déu
¢6 budu kich thude 16n >5cm, chiém gin hét 1dng
nguc khién bénh nhan phai dat noi khi quan giup
thd trong thoi gian dai.
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Trudc hoa tri

Nhén hai truong hop budu nguyén bao.phoi...

Sau hoa tri

Hinh 1. CT scan trudc va sau héa tri cua bénh nhi 1
Trude hoa tri

Sau hoa tri

Hinh 2. CT scan truéc va sau héa trj cua bénh nhi 2
3.2. Diéu tri va tién lwong lim sang

Bang 2: Diéu i, dién tién va tién luong

Bénh nhi 1 2
Phéu thuét lan 1 Sinh thiét butu ~ Sinh thiét budu
Hoa tri IVDo IVDo

Xa tri cip ciu Khong Khong

Thuc hién sau héa tri tudn 16

Danh gia dap ung Pap tmg 1 phan Dap tng 1 phén
PhAu thuét cit u, béc tich x g . 3
PhAu thuat 14n 2 mang phdi. e i

Thuc hién sau hoéa tri tuan 10

Giai phau bénh sau héa tri

M0 soi, sun; khong théy té

M hoai tir, khong thiy

bao budu té bao budu
Di cin lac chin doan Khong Khong
Pidu trj tiép theo Hoba tri IVDo Hoéa Tri IVDo
Tién luong Khong c6 bing ching bénh Song

Khong c6 bing chiing bénh

Thoi gian theo doi tir luc
chan doan (théng)

7 thang

6 thang
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Bénh vién Trung wong Hué

IV. BAN LUAN

Dic diém 1am sang: Bu6u nguyén bao phdi —
mang phéi 14 loai budu hiém gap, co dg éc tinh cao,
ti 18 sbng 5 nam khoang 45% va ti 1¢ séng khong
bénh 2 ndm 1a 49%.

Vi 12 buéu hiém nén ching toi gip nhiéu khé
khan khi giai thich dic diém 1am sang din dén tién
lugng va danh gia dép tmg didu tri.

Bidu hién 1am sang thuong lam tri hodn chén
doan PPB, vi lic chén doan khéi budu d3 lién quan
nhiéu dén trung thit, mang phdi 1am bénh nhan suy
ho hép ning,

Bu6u nguyén bao phdi — mang phdi cé thé Xuét
hién & nhitng bénh nhi c6 hodc khong cé di dang
phdi bAm sinh. Mot sb truong hop chén doan di
dang tuyén nang phéi (CCAM) can dénh gié lic
phau thuat khéi tdn thuong ngoai thinh phan nang
¢6 thanh phin dic hay khéng,

bidu tri:

Vi & thoi didm chén doén ca 2 truong hop khéi
budu déu qua 16n va de doa tinh mang, nén ca 2
ca déu duoc sinh thiét, sau d6 dugc héa tri manh
v6i Ifosfamide, Vincristin va Doxorubicin (thay cho
Actinomycin-D).

C4 2 ca déu dugc d4nh gii danh gid dap tng 1
phin sau 9 tudn hoa tri (thé tich budu gidm >67%).
Sau d6 ca 2 déu dwoc phiu thuat 1dn 2. Bénh nhén
1 duge cét tron budu, kém 1 phé“m co hoanh; bénh
nhan 2 duoc cit tron budu. Kbt qua giai phu bénh
sau phau thuét 14n 2 13 md soi, sun hodic md hoai tir,

khong thdy t& bao budu.

Phéc dd hoa tri IVDo twong tu nhu khuyén céo
trong diéu tri Non Rhabdomyosarcoma, nhung v6i
viéc thay d3i lidu trinh, bing viéc khéi dau nhiéu
chu ky héa tri c6 Doxorubicin di dem lai dép tng
nhu mong muén & ca 2 truong hop nhim ddm béo
phau thudt 14n 2 cit tron budu.

Ca 2 ca déu dang dugc theo doi va tiép tuc lidu
trinh hoa tri.

Thdi gian theo ddi tir lic chdn doan dén hién tai
14 7 va 6 thang. Hién cé 2 bénh nhi d&u khong cé
déu hiéu bénh v& 14m sang va hinh anh hoc.

Sau nghién ctru nay chung t6i c6 thé nhin manh
hiéu qua cua hoa tri trong diéu tri PPB, du hoa tri
don thuén khong tao tién lugng t6t hon.

V. KET LUAN

Vi sb luong ca dugce béo cdo con it nén chua
c6 phéc dd didu tri chung cho tat ca cdc trrong
hop PPB. Tuy muc tiéu chinh trong diéu trj 12
phiu thut triét @& nhung ching toi cling nhin
ra hiéu qua cua hoéa tri gitp dat dugc dap ung
mong doi.

Hién tai vAn con nhiéu tranh cii xung quanh thoi
gian héa tri sau phiu thuat bao l4u 1a dd, vai tro cla
xa tri...Ngoai ra, cdc truong hop tién lugng xAu cin
¢6 thém nhiéu nghién ctru vé hoa trj lidu cao ndi
tiép 1a ghép té bao gbc tu than. Hién dang co nhidu
nghién ctru hop tac qubc té dé tim ra huéng diéu tri
thdng nhét cho bénh nhi PPB.
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