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TOM TAT

Bénh ly mé bao & tré em va nguoi Ién la do sw 1dng dong bat thudng cla céc té bao thuc bao don nhan.
Trong d6, bénh mé bao Langerhans Ia réi loan téng sinh cta té bao tua gai thuéc dong tdy. Bénh ly nay c6
thé anh huéng bét ky co quan nao, nhung thuong gédp & xuong, da va hach.

Muc tiéu: Nhan xét mét séc déc diém dich té, vj tri tén thuong va mé bénh hoc bénh mé bao Langerhans.

Phwong phdp: M6 ta cat ngang 80 tré da duoc sinh thiét va c6 chdn doén mé bénh hoc la bénh mé bao
Langerhans tai Bénh vién Nhi Béng 1 tir thang 01/2015 dén 12/2019

Két qua: Tudi ctia bénh nhéan c6 chén doén bénh mé bao Langerhans trong nhém nghién ctru Ia tir 1
thang tudi dén 12 tudi. Tubi trung binh la 3,1 + 2,7 (tudi) va & ca hai gi¢i (Nam: N = 1,7/1). Vi tri tén thuong
gdp & mé mém va da la nhiéu nhét.

Két luan: Bénh mé bao Langerhans la mét bénh ly &c tinh c6 thé gép phai trong thuc hanh Iam sang véi
vi tri tén thuong da dang. Can nghi dén bénh khi nghi ngor va chén doén sém bang mé bénh hoc dé gitp
dinh huéng diéu tri kip thoi va thich hop.

T khéa: bénh md bao Langerhans.

ABSTRACT

DEMOGRAPHICAL CHARACTERISTICS, ORGAN AFFECTED AND HISTOPATHOLOGY

OF LANGERHANS CELL HISTOCYTOSIS IN CHILDREN
Nguyen Minh Tuan”, Dinh Ngoc Tuan?, Nguyen Hoang Phung Ha’,
Tran Anh Huan’, Tran Thanh Tung’, Phan Dang Anh Thu?®

Histiocytic disorders in children and adults are caused by an abnormal accumulation of cells of the
mononuclear phagocytic system. Langerhans cell histiocytosis (LCH) is a myeloid-derived dendritic cell
disorder. The disease may affect any organ or system of the body, but those more frequently affected are
the skin, bone and lymph nodes.

Objectives: To evaluate characteristics of demography, location of lesions and histopathology of LCH.

Methods: Cross sectional study of 80 children who have been performed biopsy with pathological
diagnosis of LCH at Children’s Hospital 1 from Jan 2015 to Dec 2019.

1 Khoa Huyét Hoc, Bénh vién Nhi Pdng 1, - Ngay nhén bai (Received): 2/10/2020, Ngay phan bién (Revised): 5/11/2020;

Tp.HCM - Ngay dang bai (Accepted): 21/12/2020 3 )
2B m6n Nhi, Dai hoe Y khoa Pham Ngoc Thach - - Ngudi phén hoi (Corresponding author): Nguyeén Minh Tuén
3 B6 mon Giai phau bénh, Pai hoc Y - Email: tuannm@nhidong.org.vn; PT: 0938007313
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Results: LCH was encountered in children from 1 month to 12 years old in the study population. The
mean age is 3.1 £ 2.7 (years) and in both male and female (M: F= 1.7/1). The most frequent sites of lession

are skin and soft tissues.

Conclusion: Langerhans cell histiocytosis is a malignant disease that may be encountered in clinical
practice with different sites of lesions. LCH should be thought of when suspected and diagnosed early by
histopathology to help guide treatment promptly and appropriately.

Key words: Langerhans cell histiocytosis.

I. PAT VAN DE

Bénh mé bao Langerhans (LCH) lan dau tién
dugc bao cdo tir ddu nhimg nam 1900 [1]. Bénh mo
bao Langerhans 1a mot bénh 1y déc trung béi su tang
sinh va tich tu bét thuong ctiia mot loai t& bao thude
hé théng bach cau don nhéan dai thuc bao, d6 13 té bao
Langerhans. P4y 1a mot bénh hiém gip va c6 thé xay
ra & moi ltra tudi nhung thuong gip & tré em hon. Ty
suat méi mic ctia bénh mo bao Langerhans khoang
2-10 ca trén 1.000.000 tré dudi 15 tudi [2, 3].

Ty 1é méi mic LCH tai Anh va Ai - len theo thong
ké nam 2009 khoang 2 - 10 / 1.000.000 tré duai 15
tudi va tudi trung binh biéu hién bénh 1a 30 thang [2].

Vi tri t6n thuong va do ning cua bénh thay doi
tiy theo tu6i bénh nhan. Thé bénh da co quan lan téa
cép tinh thuong gip & tré em dudi 3 tudi, trong khi
d6, thé bénh 4m tham lién quan dén ton thuong mot
co quan hay gip & tré 16n va ngudi 16n [4-7]. Tén
thuong xuwong va da la thuong gap nhat voi hinh anh
hay xuong, da c6 nhimng sdn mau nau hodc mau tia.

Chén doan xac dinh bénh LCH dura trén tiéu chuin
cuia Hiép hoi Mo Bao Chau 4u bao gdm giai phau
bénh kém theo it nhat mot tiéu chuan hoa mé mién
dich CD1a duong tinh hodc CD207 duong tinh hodc
¢6 hién dién hat Birbeck trén kinh hién vi dién tir [8].

Vi ngoai ti 1& bénh thap, biéu hién 1am sang da
dang, nén bénh LCH rat d& bo sot hay chan doéan
nham, dic biét trong nhimg trudng hop tén thuong
don doc viéc chdn doan cham tré c6 thé 1am cho
bénh c6 thé tién trién sang thé bénh nang hon. Trén
thé gidi hién nay da c6 nhiéu nghién ciru v& nhiing
dac diém dich t&, 1am sang, can lam sang cua bénh.
Tai Viét Nam, hién c6 rat it nghién ciru da dugc tién
hanh mé ta bénh 1y nay. Vi nhiing 1y do trén, chiing
t6i thuc hién dé tai nay v6i muc tiéu mé ta dic diém
dan sb hoc, vi tri ton thuong va mo bénh hoc cua
bénh mo bao Langerhans tai Bénh vién Nhi Déng 1.
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IL. POI TUQNG - PHUONG PHAP NGHIEN
cUU

Doi twong

80 tré d3 duoc sinh thiét va c¢6 chan doan méd
bénh hoc 1a bénh mé bao Langerhans tai Bénh vién
Nhi Péng 1 tir 01/2015 dén 12/2019.

Phuong phap

Nghién ctru mo ta cit ngang.

Céc mau sinh thiét thu thap duoc duoc thuc hién
cac xét nghiém: 1) Xét nghiém mo bénh hoc thuong
quy cb dinh, chuyén duc, cit nhuém HE cac bénh
pham sinh thiét. 2) Nhuém hoéa mé mién dich CD1a.
Tiéu chudn chan doan xac dinh dya trén giai phiu
bénh kém theo hdéa mé mién dich CD1a duong tinh.

III. KET QUA

Tat ca 80 truong hop dwa vao nghién ctru déu
duoc chan doan xac dinh dua trén két qua mo bénh
hoc va nhudm hoa méd mién dich CD1a duong tinh.

Tudi

Tai thoi diém sinh thiét, tudi trung binh 14 3,1 +
2,7 (tudi). Nho nhét 13 1 thang tudi va 16n nhat 1a
12 tudi.
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Hinh 1: Ty 1é % phdn bé theo tuoi.
Nhdn xét: Pa sb tré duoc phat hién bénh va sinh
thiét & d6 tudi dudi 4 tudi (75%).
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Gioi

36%

64%

Hinh 2: Ty I¢ gioi tinh
Nhdn xét: Ty 1¢ Nam / N la 1,7:1.
Vi tri ton thwong
Bdng 1: S6 lwong ton thirong dwoc sinh thiét

theo co quan

Vi tri dwoc sinh thiét S0 lugng m Au
: : duong tinh
Da 25
M6 mém 36
Niém mac mi¢ng 2
Hach 7
Phoi 2
Rudt gia 1
Xuong 8
Téng cong 81

Trong d6 c6 modt bénh nhan duoc sinh thiét 2
mau tai xwong va mé mém déu cho ra két qua chan
doan xac dinh voi LCH.

Nhdn xét: Ty 1& vi tri sang thuong duoc tim thay
nhiéu nhit & mé mém véi 36 truong hop chiém
44,4%, sau do 1a da vdi 25 truong hop chiém 30.8%
va it nhat 1a rudt gia voi 1 trudng hop chiém 1,2%.
Néu chi tinh riéng da va m6é mém da chiém khoang
% tong s ton thuong trong nghién ciru.
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Hinh 3: M6 xwong nhuém H&E. Chii yéu la té
bao Langerhans voi nhdn hinh hat dau, co khia
hodic rdnh bao quanh béi nhiéu lympho bao,
tuwong bao, bach cau wa acid.
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Hinh 4: M6 hach nhuém HE. Té bdo

Langerhans trong xoang dudi vo va xoang tuy.

2

Hinh 5: Tén thirong phéi trong LCH

IV. BAN LUAN

Tubi

Trong nghién ctru, tudi ctia bénh nhan duoc danh
gi4 tai thoi diém dugc sinh thiét. Tudi trung binh 1a
3,1 £2,7 (tudi). Nho nhat 1a 1 thang tudi va 16n nhit
1a 12 tudi. Pa s6 tré dugc phat hién bénh va sinh
thiét & d6 tudi dudi 4 tudi (75%). Theo mot nghién
ctru duoc thyc hién tai Anh, tudi trung binh biéu
hién bénh la 30 thang [2]. Trong khi do, mdt nghién
ctiru trén 258 tré tai Phép tor ndm 2000 — 2004 da
béo c4o tudi trung binh & bénh nhan LCH 14 3,5 tudi
[9]. Nhu vay, do tudi trong nghién ctru nay 1a twong
ddng so v6i cac nghién clru trude day trén thé gioi.

Gioi

Ty 1€ gioi tinh trong nghién ciru nay la Nam / Nt
=1,7/1. Ty 1¢ nam wu thé hon nir ciing tuong duong
v6i két qua nghién ctru cia Salotti, J. A. va cong su
tai Anh va Ai - len ndm 2003 - 2005 co ty 1&¢ Nam
/ Nt = 1,5/1 [2]. Bao cdo cua Guyot-Goubin, A.
va cdng su nghién ctru tai Phap bao cdo ndm 2008
nghién ciru trén 251 ca bénh cho két qua bénh LCH
& tré dudi 15 tudi co ty 1¢ Nam / Nir1a 1.2/1 [9]. Su
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khac biét v& gidi tinh nay c6 thé do ban chit bénh
1y hodc tinh chat di truyén noi tai. C6 thé can co
nhiéu nghién ctru phén tich sdu hon dé lam sang to
van dé nay.

Vi tri ton thwong

Theo Hiép hoi M6 bao Chau Au [8], do viée diéu
trj dya trén vi tri ton thuong va su lan tran ctia bénh,
nén viéc quan trong la phan biét dugc thé bénh Mot
co quan (Single system - SS) hay Nhiéu co quan
(Multysystem - MS)

Mot hé co quan (Single Site - SS)

e Xuong: Mot vi tri hodc nhiéu vi tri (>1 xuong
bi anh huong)

e Da

e Hach lympho

e Phoi

e Ha doi - tuyén yén / Hé than kinh trung uong

e Co quan khac (tuyén giap, tuyén tic)

Nhiéu hé co quan (Multisystem — MS)

e Hai hodc nhiéu hon co quan bi anh hudng

e Trong d6 co quan nguy co bao gdm: Huyét
hoc, lach va / hodc gan

e Hodc khong c6 co quan nguy co

Theo phan loai nay, thi trong nghién ctru cua
chung t61 ¢6 79 bénh nhan dugc phan loai mdt hé co
quan (SS). Va 11 bénh nhan dugc phan loai nhiéu hé
co quan (MS), cu thé 1a ton thuong xuwong va phan
mém. Truong hop duy nhét nay 1a mot bénh nhan
nam, 4 tudi, dugc chin doan 14m sang 1a bénh mo
bao Langerhans xuong suon VIIL.

Trong nghién ctru nay, da phan tn thuong 13 ¢
da va mé mém (chiém 75,2%) cac vi tri ton thuong.

Theo y vin, tén thuwong trong bénh mé bao
Langerhans thuong gip nhiéu nhét ¢ xuong, sau do
1a da, hach, gan, lach, phéi va than kinh trung wong
[9, 10]. Theo Hiép hdi M6 bao Chau au, bt ctr co

quan nao ciing c6 thé bi anh huong. Trong d6 xuong
chiém 80% s6 ca, da chiém 33%, tuyén yén chiém
25%. Cac quan khac bao gbm gan, lach, huyét hoc
va phoi chién 15%. Cudi cling, hach lympho chiém
5 - 10% va hé than kinh trung wong 13 2 - 4%.

Nghién ctru cia chung to6i dugc thuc hién dya
trén cac trudng hop di co chan doan xac dinh trén
sinh thiét. Ma trong d6 vi tri duoc sinh thiét nhidu
nhit 12 da va m6é mém. Diéu nay 1a phu hop trong
thuc hanh 1am sang vi t6n thwong da, mé mém dé
phat hién. Mit khac, sinh thiét da hay mé mém d&
tiép can, it xam 14n, it tai bién cling nhu bién chung
hon so véi sinh thiét xuong hay rudt gia. Khong
nhiing vay, dé tiép can nhitng co quan ndi tang doi
hoi su phdi hop ctia nhiéu chuyén khoa va bac si co
kinh nghiém.

Ngoai ra dé tim cac tén thuong trén xuong hodc
phéi can co sy khao sat trén hinh anh hoc (X-quang
hodc CT scan) v6i hinh anh hity xwong hodc ton
thuong dang khéi u [11].

Do d6 s6 lugng va co quan ton thuong dugce sinh
thiét c6 thé chua phan anh thuc té s6 lwong co quan
bi anh huong trong bénh LCH theo phan loai cua
Hiép hoi M6 bao Chau Au.

V. KET LUAN

Bénh mo bao Langerhans thuong gap ¢ tré em,
dic biét 1a nhom tudi < 4 tudi. Biéu hién 1am sang da
dang va anh huong nhiéu co quan khac nhau. Chin
doan bénh chil yéu dwa vao sinh thiét va nhuém hoa
mo6 mién dich CDla dwong tinh. Phan loai bénh
hién nay dua vao ) luong co quan bi anh huong va
¢6 anh hudng co quan nguy co hay khong. Diéu tri
hién tai dugc 4p dung tai Viét Nam va trén thé gidi
1a thudc gay doc té bao phdi hop hodc khong phbi
hop steroid theo timg thé bénh cu thé.
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