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HOQI CHUNG THUC BAO MAU

Hoi ching thyc bao mau (HCTBM) 1a mot nhom cac rdi loan co biéu hién chung 13
su ting sinh bat thuong va gia ting hoat tinh tiéu huy cac té bao mau cia cac
dai thue bao Histiocytes. Lam sang biéu hién véi sbt kéo dai, lach to va/hoic

gan to va giam cac dong mau ngoai vi.
HCTBM c6 hai thé:

HCTBM tién phat (gia dinh):HCBTBM + tién cin gia dinh va cha me goi ¥ tudi nho

thuong nhii nhi, dap ting vo1 ghép tuy.

HCTBM thtr phat (lién quan dén nhiém trung, ung thu, bénh ty mién ...

LAM SANG

Hoi tién st gia dinh va ban than da c6 nhirng dot bénh tuong tu.

Sé6t kéo dai

Léch to, gan to, vang da, phu, rash (man d9).

Hoi ching xuat huyét lan téa: da, niém, miii, hong, tiéu hoa.
Hoi ching thiéu mau: xanh xao, mét moi, kém an.

R6i loan tri giac, dau hiéu mang nao, dau hiéu than kinh'dinh vi.
Céc dau hiéu khac: tran dich mang phdi, tran dich 6 bung.

. CAN LAM SANG

Huyét do: giam bach cau, thiéu mau, giam tiéu cau.
Xét nghiém gitp chan doan:

+ Tang triglyceride.

+ DoOng mau toan bd: giam fibrinegen.

+ Tang ferritin' mau >5000 ui/l.

+ Tuy dé.

+ Sinh thiét co quan khéc:

Xét nghiém danh gia ton thuong:

+ Ton @ Mau (giam natri), chirc nang gan than.
+ Tong phan tich nudc tiéu.

+ X quang phoi, echo bung va nguc.

+

Bilan  nhiém trung: CMV, EBV,HIV, Rubella, Varicellae, Mycoplasma,

Tuberculosis ...

CHAN DOAN

. Nguyén tac chan doan:
Chan doan chu yéu dya vao tiéu chuan l1am sang, can lam sang va mé hoc.

Loai trir Cac bénh 1y hé thong khac (bénh 4c tinh...)
Xéc dinh cac tac nhan nhiém trung ma can di€u tri dac hicu.

bénh giad muc do tdn thuong ctia hoi chirng thyc bao mau ,dac biét l1a ton thuong

than kinh trung wong.
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2. Tiéu chuén chin doan: (theo HLH 2004)
- Chan doan hdi ching thuc bao mau (HCTBM) khi ¢6 1 trong 2 diéu kién sau:

+ Chan doan sinh hoc phan tir HLH.

+ Tiéu chuan chan doan HLH: c6 5/8 tiéu chudn sau day

3. Tiéu chuin lAm sang
- S6t > 7 ngay voi nhiét d6 toi da > 38. 5°¢
- Lach to >3 cm du6i bo sudn
4. Tiéu chuin cin lim sang
- Giam > 2 trong 3 dong té bio mau ngoai bién:

+ Hb < 9g/dl

+ Tiéu cau < 100 000/mm3

+ Bach cau da nhan trung tinh < 1000/mm3

- Tang triglyceride va/hodc giam fibrinogen mau
+ Triglyceride méau ltic d6i > 3mmol/l (> 2,65mg/dl)
+ Fibrinogen < 1.5¢g/1
5. Tiéu chuian md hoc
- Co6 hién tugng thyc bao mau trong tiy xuong hodc lach, hach va khong co bﬁng
ching cia bénh ly ac tinh
6. Tiéu chuan méi
- Hoat tinh NK- cell thap hoic khong co
- Ferritin > 500 pg/l
- Soluble CD25 (soluble IL-2 receptor) =2400 U/ml
7. Chuy:
- Néu khong c6 hién tugng thue bio mau vao thoi diém nghi ngd, ngoai tiry do c6 thé
1am thém sinh thiét hach hoic lach hodc lap lai tuy d6/sinh thiét tay.
- Nhitng biéu hién'sau goiy rat nhiéu cho chan doan:

+ Tang té bao don nhan trong dich nio tay.

+ Hinh anh gidng viémgan man ton tai trén sinh thiét gan.

+ Cae biéu hién 1am sang va can 1am sang khac phu hop véi chan doan 1a: gan to,
dAu hiéu ndo-mang nao, hach to, vang da, phu, phat ban, ting men gan, tang
ferritin méu, giam protein mau, giam natri mau, protein dich ndo tiy
tang, VLDL 1, HDL |.

IV. PIEU TRI
1. Piéu tri trc ché mién dich
- Tin cong
+ Etoposide ( VP16: 100mg/5ml/lo)
= Truyén tinh mach trong 1-3 gio, pha lodng thanh néng d6 < 0,4 mg/ml trong
Glucose 5% hoac NaCl 0,9%.
= Liéu dung:
e 150 mg/m® x2 1an trong 1 tudn vao cic ngay nl, n4, n8, nl2 trong 2 tun
dau.
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e Néu bach cau hat < 500/mm3 va tiiy xuong nghéo té bao: 2 lidu dau co
thé bo qua.
e Saud6 150 mg/m® x 1 lan/tudn trong 6 tudn ké (tuén thir 3 - 8).
+ Dexamethasone (DMS) tinh mach.
= Tuin1va2 : 10 mg/m2 /ngay hodc 0,3 mg/kg/ngdy
= Tudn3va4 : 5mg/m2/ngay 0,15 mg/kg/ngay
= Tudn5va6 : 2,5mg/m2/ngay 0,075 mg/kg/ngdy
= Tudn7 :1,25 mg/m2 /ngay 0,0375 mg/kg/ngay
=  Giam liéu va ngung truyén trong tuan 8.
+ Cyclosporin A:
= Liéu 6 mg/kg/ngay chia lam 2 1in, ngay tir tudn thir nhat néu chtrc ndng than
binh thuong.
= Piéu chinh liéu dé giir ndng d6 (To) Cyclosporin A trong mau la 200 pg/l
+ Methotrexate (MTX) tiém kénh tiiy: can than nguy co giy phu nao.
= (Can danh gia dau hiéu than kinh va khao sat dich ndo tay vao-lac chan doan
HCTBM va sau 2 tuin MTX chi cho néu déuhi¢u than kinh tién trién hodc
dich ndo tuy van khong cai thién (v&é Té bao va protein). Tiém kénh tiy mdi
tudn. Trong 4 tudn lién tiép (bat dAulidu dau tién sau khi choc do tiy sdng
lan 2) va phdi hop DMS 10 mg/m2 /ngay tiép tuc 2 tudn nira trong tun 3 va
4. Khi d6 viéc giam liéu DMS s& cham di 2 tuan.
= Liéu mdi lan tiém kénh tay MTX:
o <1 tudi: 6 mg
o 1-2tudi: 8 mg
e 2-3tudi: 10img
e >3 tudi: 12 mg
= Pibu tri ton thwong than kinh trung wong tai phat: Néu c6 ton thuong than
kinh trung wong, diéu tri twong ty vao bét ctr 1ac nao trong qua trinh diéu tri
khi-thdy c6 thémnhiing dau hiéu than kinh mai: tiém kénh tiy MTX 4 tuan
nhu trén va DMS 10 mg/m2 /ngdy trong 2 tudn + 5mg/m2 /ngay trong

2 tuan.
*  Pilu tri tiep sau do tuy theo tirng ca nhan.
- Cung co

4+ Nham giit cho bénh khong tai hoat dong trong tudn 9-40. Thé HCTBM thir phat
thuong chi diéu tri cing c¢6 néu bénh tai hoat dong sau giai doan diéu trj tin
cong.
=" Etoposide: 150 mg/m2 mdi 2 tuan (tuan 9-40).
= Dexamethasone (dms) tinh m?ch: 10 mg/m2 /ngay trong 3 ngay moi 2
tuan.
= Cyclosporine A: 6 mg/kg/ngay chia 1am hai 1an, git ndng d6 thudc trong
mau khoang 200 pg/l, theo ddi chirc nang than.
- Duy tri
+ Nham giir cho bénh 6n dinh & bn thé HLH gia dinh khong thé ghép tiy.
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+ Dung mot trong 4 phac d6 sau:
= Tiép tuc diéu tri nhu giai doan cing cd.
= Cyclosporine A, VP 16 va DMS nhu dang dung trude dé nhung tang khoang
cach giita cac dot vp 16 ciing nhu DMS 18n 4 tudn. Khi d6 bénh nhan s& duoc
dung xen k& mdi 2 tuan (thay vi xen k& mdi tudn nhu trong giai doan cing
¢d) VP 16 hoic DMS
= Cyclosporine A va DMS nhu trong giai doan cung cb,  ngung VP16.
= Cyclosporine A hogc DMS nhu trong giai doan cung cd, ngung VP 16.
- Cha y Nhiéu bénh nhan phai quay lai giai doan cting ¢ vi phac d6 giam liéu khong
da dé giit cho bénh khong hoat dong.
- Diéu tri bénh tdi hoat djpng
+ Bénh tai hoat dong co thé xay ra sau mot dap tmg mién dich nhu: nhiém trung,
chﬁng ngua.
+ Diéu tri theo ting ca nhan voi mot sO huéng dan sau;
= Dleu trj tan cong lai tr tudn 2, nhung thoi gian tincong ¢6 thé it hon 8
tuan.
= Piéu tri thudc vao kénh tuy néu ton thirong than kinh trung wong tai phat.
= Can nhic Dexamethasone mdi ngay ciing nhu ting dot trong giai doan cung
c¢d v6i su chli ¥ cac tic dung phuy.
- Ngung diéu tri
+ Chi khi lui bénh hoan toan. Theo ddi sat dé phat hién bénh tai hoat dong.
2. Piéu tri khang sinh
- Viéc dung khang sinh tuong twnhu & bénh nhan bi nhidm tring huyét trén co dia
giam bach cau hat
3. Diéu tri hd tro
- Immunoglobulin“(IVIG):. TTM 0,5g/kg/liéu cho mdi 4 tudn (trong giai doan tan
cong va cung cd)
- Cotrimoxazole: Smg/kg (liéu tinh theo Trimethoprim) 2 — 3 1an/tuan, cho tir tuan thi
nhit.
- Khéang nam uéng tir tudn 1 — tuan 9.
- Bdo vé da day.
- Truyén méu, hong cau ling.
- Truyen huyét tuong dong lanh khi c6 rdi loan dong mau.

V. THEO.DOI VA PANH GIA

- Theo'ddi cac xét nghiém lap lai theo thoi gian tiy theo dién tién ciia bénh:
+ CTM,TC dém, Ferritin, Triglyceride, Fibrinogen.
+ Chtc nang gan, than,CRP, Natri mau.
+ Ty dd kiém tra vao N7-14 néu trudce do6 tiy giam san.
+ Dich nido tiiy kiém tra sau 2 tuan néu c6 bat thuong.

- Ngoai ra can theo déi:
+ Téc dung phu cua thude:




PHAC PO PIEU TRI BENH VIEN NHI PONG 2 2013

=  Giam té bao mau la dau hiéu ctia bénh hoat dong va ciing 1a dau hiéu doc trén
tiy xwong c6 thé gip vao giai doan dau sau khi st dung VP16. Néu khong c6
dau hiéu hoat dong cua bénh co thé giam lidu. Ferritin khong tro vé binh
thudng goi ¥ nhiéu bénh con hon 1a do tac dung phu trén tiy cia thudc. Co
thé 1am lai tay do hodc sinh thiét hach dé phan biét

= Theo ddi dau hiéu than kinh (MTX tiém kénh tiy), doc than (Cyclosporine)

- Déanh gia tinh trang bénh:

+

Pap rng 1am sang: sau dicu tri 2 tuan — 4 tudn

= Khong sbt.

= Lach nho lai.

= Tiéu ciu >= 100 000/mm

= Fibrinogen binh thuong.

= Ferritin giam (25%).

Bénh khong hoat dong: sau diéu tri 8 tuan

= Khéng sot

= Khong lach to (lach to vira phai don doc ¢6 théton tai ¢ vai bénh nhan).

= Khéng giam té bao mau (Hb >= 9 g/dl, Tiéu cau >= 100 000/mm3, BC hat
>=500/mm3).

* Khong tang Triglycerid mau (<265 mg/dl).

=  Khong tang Ferritin mau.

= Dich néo tity binh thuong (¢6 bat thuong trudc do).

* Giam sCD25.

Bénh hoat dong: bénh nhankhong ¢é cac tidéu chuan bénh khong hoat dong nhur

trén.

Bénh tai hoat dong:bénh nhan da dat lui bénh va phat trién lai >= 3/8 dau hiéu

sau.

= Sét.

= Lach to.

= Tiéu cau < 100 000/mm3

» ~Tang triglycerid mau (>265 mg/dl).

» Gidm fibrinogen mau <=1.5 g/l.

= Hién trong thuc bao mau.

» ~Tang ferritin mau.

= Soluble CD25 >= 2400 U/ml.

Su phat trién chi mot ddu hiéu than kinh méi dé chan doan bénh tai hoat dong.




