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HOi ching hoUt héa dli thi ¢ bao (HLH: Hemophagocytic Lymphohistiocytosis)la mit r0i
lo0 n dilu hoa milln ddch gay ra sU holt héa qua mic cla cac dlithlc bao dindinvilc dUi
thO ¢ bao thi ¢ bao cac thanh phll n mau nhl hiing cOu, tilu cOu, bl ch clu va nhiing t0 bao dlu
dong [0 trong t0y va cac mé cl quan khac. SO rli lod n dil u hda miln d ch nay gay nén bli tinh
trl ng holt héa qua mi ¢ cla dong thac Cytokine.

Medscape = hitp s medsc ape . 0m

HOi chOng nay I0n dlu tién di0c mé t0 vao nam 1952 do Farquhar J.W va Claireau, bOnh diilc
mo t0 ¢ tinh chit gia dinh va sau nay diic glila hDi chOng hoOt hdéa dli thd c bao nguyén
phat. B0n nam 1975, mOt s tac gil d& ghi nhin hdichOng holt h6a dlithldc bao xOy ra trén
cac bl nh nhan bl cac bl nh nhilm trung, bl nh &c tinh, bi nh t0 midn hol ¢ sau dung mit sl
thulcvadilc glila hlichlng holthoa diithlc bao thd phat.
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Trong nhO ng thO p nién gl n day, y van thi gili da di clp nhilu d0n hii chO ng nay, tuy nhién t0i
Vit Nam hiichOng nay vOn chda dd0c thOt s chay va viin con kha mii mO dli vOi nhilu nha
lam sang.

Nguyén nhan gay bl nh:

MOt sO nguyén nhan gay binh dilc di cOp din trong y van.

- Nhil'm trung: Virus, vi khull n, Ky sinh trung, n0m.

- ROi lo0n mil n dOch b0 m sinh hoc mOc phOi.

- SO ding thul ¢: Phenytoin (Hydantoin), Carbamazepin, Phenobarbital...

- Ung thD va nhl ng bl nh khéng phUi ung thl nhi: viém khi p di ng thO p, Lupus ban d0 d ng
thO p.

Tril u chO ng Iam sang:

Cac trilu ching 1am sang thi0ng khii d0u vOisOt cao dt ngdt, dbi khi rét run va tl ng trd ng suy
kilt, gan lach cé tho 10n, hch ngoli bién it gdp hOn. 0 da cé thd ¢é ban d0, viém mé m0 di0i
da. TOn thO 0 ng tham nhidm phOi va hi thd ng thO n kinh (co gilt, kich thich mang n&o, tang ap
I0c sO n&o), rli lo0n dong mau. Bl nh diln tiin d0 n suy da phl t0ng va t0 vong rdt nhanh. Trong
nh0 ng nam gdn day hii chO ng nay di0c chd y nhidu hdn vi t0m quan trd ng trong quyCdt d0 nh
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dilu trl sOm vliOc chd miln ddch.

Tiéu chul n chl n doan:

HOi Thoc bao mau Quic t0 da do ra tiéu chul n chln doan HLH vao nam 2004, sau d6 d0n nam
2008 da duylt I0i va bl sung. Chln doan hii chD ng HLH khi c6 it nhOt 5 trong 8 tiéu chul n sau:

SOt = 38,5°C kéo dai trén 7 ngay.

Lach to > 3cm dili bl sOdn.

Hinh Onh thOc bao 0 t0y x00ng hol ¢ gan/lach/h0 ch.

Ferritin mau > 500ng/ml, ngll 0 ng cang cao cang cé gia tr0 chin doan HLH.

Gilm it nhit 2 dong t0 bao mau.

Tang Tryglyceride mau va/ holl ¢ gil m Fibrinogen mau.

Gilm hoCOt tinh {0 bao NK.

Tang ning dl CD 25 hoa tan (> 2.400 U/ml).

Trong t0t ¢ nhng tiéu chul n trén thi sOt, suy kilt cO thO, lach I0n, hinh Onh thi ¢ bao t0 bao
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mau 0 t0y x00ng va tang Ferritin mau la nhing d0u ching gip hOu hit0 cac bl nh nhan c6 hii
chOng HLH.

B0i vli nhOng bl nh nhéan c6 bt thO0ng vl sinh hi ¢ phan t0 lién quan d0n HLH mau thi khéng
cln phiicé cac tiéu chull n trén nl u bl nh nhéan cé bl ng chilng dit biln gene PRF1, UNC13D,
Munc 18-2, Rab27a, STX11, SH2D1A holc BIRCA4.

Dilutrh:

Pilu trd ly t00ng la didu trd nguyén nhan khii phat HLH. Tuy nhién, vi sO trdm trl ng c0a bl nh
cOn phOidilu tr0 tri0u chd ng nhanh chéng trl 0 ¢ khi xac dinh A0 ¢ bl nh nguyén. COn ngan
chin sO tilp tOc holt héa dli thl ¢ bao cting nhi t0 bao LymphoT, dlng thdi diu trd tang
Cytokin mau do céc t0 bao trén tilt ra. Thul ¢ tac dUng trén dli thi ¢ bao la Corticoide,
Etoposide dung din dlc holc k't hOp. BOivlitl bao LymphoT la Cyclosporine va huydt thanh
khang Lympho (SAL), Interferon alpha. Dilu tr0 trén Cytokin mau la thay huylt t00ng va dung
Immunoglobulin tinh mO ch.

HLH it g0p nhOng rdt ndng nO va td vong nhanh, vivly cin I0uy din tinh trdng bl nh ly nay d0

cac thiy thul ¢ 1am sang c6 chll dinh chlc tly sm va cac nha tl bao hi ¢ quan tam theo doi ki
hin trd0c cac bl nh nhan cé sit kéo dai khéng rd nguyén nhan kem gill m cac dong tl bao mau

0 ngollivima khéng cé biinhly ré rang 0 t0y.

BS Lé Thi L0 Hing
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