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Progress in the treatment of hemoglobin H disease

CHENG Hailing, LIU Rongrong”
(Department of Hematology, The First Affiliated Hospital of Guangxi Medical University ,Nanning 530021, China)

[ Abstract] «-thalassemia is the most common human hereditary hemochromatosis, caused by mutations of one to all
four of the a-globin genes. The severity of symptoms ranges from asymptomatic to fatal disease. Hemoglobin H disease
(HbH disease) is caused by mutations affecting three a-globin genes, causing an imbalance of a-globin and B-globin, and
result ing in ineffective erythropoiesis and peripheral hemolysis. This in turn causes anemia, iron overload and
splenomegaly, ultimately leading to a variety of serious complications. HbH disease can be divided into deletional HbH
disease and non-deletional HbH disease. Hemoglobin Constant Spring (Hb CS) is the primary type of non-deletional HhH
disease in China, and clinical manifestations of non-deletional HbH disease are usually more severe. They can be diagnosed
by DNA analysis, and early diagnosis is particularly important for optimal management and prognosis of HbH disease. At
present, the treatment for HbH disease is primarily preventative and supportive. Blood transfusion, iron chelation and
splenectomy can be used when necessary, and there are experimental data showing that treatment with Chinese medicine has
a beneficial effect on HbH disease.

[ Keywords] «-thalassemia; hemoglobin H disease; Hb CS
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NH 2 o- B RYHEAE &, e rb DU a4 A 280 3 v
M %7 1ML ( non-transfusion-dependent thalassemias,
NTDT) & 20 i 2R B9 -3l 3% 28 )L 4 4F 2947 10 000
B 32y A e A 7 LR 9 AE DN | v v
DX B EE YR K Bty 7R 0 AR R A X R AR
W LARE Jr M X 22 0L, 008 AR I SRR, T
VG2 b H i B I P e e b DX 2 — | o Ml PR A AT
ik 17.5% R A EZEY . T AR a-h 2%
FEDR A S A R 40 & 1 H 96 ((hemoglobin H
disease, HbH 3% ) 7E ' [E B 7 A1 75 g W 3F %
U e, B A 010 000422 L T 494 6
/NH HBH 96, FHAE A 48 > HbH fig UL A
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BRI, EAh, B 4Bk F AR S K, HbH
(432 RG22, Bl 2 i o i £l e Fn 22 5%
7 FH 2 H 45 IR, s HbH 9 A AR G2 TR
JEHATINT 2534

1 mMOEE HFEWREEESIGRKRETH
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AT B AR Y HbH S8 HAEAR AL B2 47 0
2% Hb . 20 4 Jf1 31 %0 (red blood cell counts,
RBC) . 2L 40 9 /9 “F 29 /K ! ( mean corpuscular
volume , MCV) P34 il 1. & ¥k &£ (mean corpuscular
haemoglobin, MCH ) } 1. 4l §d 43 77 & [ (red cell
distribution width , RDW ) J& i £ () F 22 F8 4 , Ho v g
ZX IR H A Hb MCV \MCH {HF%A%, RDW {# T}
el A A UM, MCV < 801l FI MCH <27 pg
if, ELIME #REE > 12 ng/mL, B 1% 7% 5E i v 4% 1ML
MURTRE'  XFFok A F 3% & b X H K A
BB AL o S I AR N A BT AT — A
A0 HbH 5 B, A vk ik, R &
(isoelectric focusing, IEF ) ¥ i R AH (2,15 75 (high-
performance liquid chromatography, HPLC ) X} HbH ,
HbA, HbBart (vy,)#475E 25387, A 0 i HbH T+
ik 5% ~30% ,{HH: HbA, FREE 1.0%%] 2. 0%
/6], HbBart 78 #7 4 JL H A B 1 83k 20% ~ 40% ',
FH T HbH ANFRE , PRI A 0 5 &0 7 9 fif b A I i
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FE G AR OC , Bl A 0 1w B T e, RS
U B L Y K AR R T e TR, o RO 2
Pt By —AMER R L A HIENN kR
i (serum ferritin, SF) A BE2X AL NTDT f25 #kid
R EE AR O AR AR I T R AR KRR
A ER T 792 A IR D AR o g R
4% ( magnetic resonance imaging, MRI) il & FF 2k ¥
J# (liver iron concentration , LIC ) PFAd TR T AL I,
AIEEHTCR, TEIm IR E e wk) iz . A SCEk Y
NTDT 3 6 % LUJm AT Bkad #8048 Ar s I, 4% 3
A ARG SF B 1~2 AR MR PPAl LIC, X 5
Bk 20 AR BB I R AT MR GG 8K v B IR
M3 4 NTDT M 3% SF=800 pe/L i LIC>5 mg
Fe/g THI  hid #AH 5 I &0k 1Y XU TH &, T 24
SF<300 wg/L 8 LIC<3 mg Fe/g T H N X B&H T
BELO0 P, 10 2 LL Y NTDT B (15 %
DL Ay 2 A HbH 05 B 5 ) 47 SF =800 pg/L 5§
LIC>5 mg Fe/g THE M, JFUR AT RRES 1097,
24 SF<300 wg/L 5% LIC<3 mg Fe/g T E AT, 0] {5 1|
PRECIRIT . A SO ERE G IR YT v] UGE M v Bk
FI AR AR 2242 19 7K AT 920 PR Bk ot 2 5|
A IRTE L AE . FHRTIE IR 0 FH Y 234k
FE 8 ( desferrioxamine, DFO) | 228k i ( deferiprone ,
DFP) #1472 ] ( deferasirox , DFX) .
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eI A e i IRY T, B I 8] A9 4E RS , HbH
o KL OE R 23t BRI X Bt ok SO BB i
o, HRE M OR Y R A A b N S5
AR, A MR 1 XU 5 v o MELDI B3R ] LA 3 ok i 20>
CLANMIAEST FTEER (45 5 ok SE - 21 40 i 1 75 4, DA
sl 1T 75 5K 78 B WBURD L g 0 i Y S8
TR AT B . k3 HbH AR 35 04 1027 48 Fn A3 Il
(RER (FDKE Hb KPR 29 1~2 g/dL) P fHAR
I 25 0 B, 4 T I | R L A T ok i A 2
Aplo. 27531 OPTIMAL CARE #ffF 9% 45 % & 7, 1F
NTDT F # U0 B 5 il ke ke 28, il 3l ik & &
( pulmonary hypertension, PHT) , > 77 5 3 A1 BB &R {5t
P 1) R 2R Z IR R ST SC R[] B D) Bk A
SRR 1 JRURS: , R S AR AR R I SR 3 v P
TR 58 it A DT R AE I R A R i
XA RE 5 TH bR AR 2R P A5 S SR BE I R AR AT
ST DRI DD I 7 A SRy — A R A L T
AT LU SR A2 AT IR BR R 1L 3R E i iy

AMFEAERKEE AR, B IR T4 i s g &
RIS, 2. 4R T BOA i, 4 A 98 /b B8/ AR D
D I PR B B 52 ) R i o 5 3. L R A
R PR O I A R EE MO IR 2 XU
LS ATE R R, — AT DI AR (Y [
IPOIERAR A o OXF T DT BR AR i i /N A 22 0 B A8
H, FEVUATT B ] DT AR AR = B ] DT
T AREARAT Jek i A4 3 sl i S8 0 5 R XU
3.5 HEZRT

aut A I BORE 2 B F AR 5 — A
T LA A R 2R, el Il 2R B | O
WO ANEIR e S PSR 11 R 2L
SR ZEURBIZ P i o v 24 2 B A i UKL R I
HbH 55 il PRATESE & B, 4 6 A L W0KE R] 4 % HbH
J . Hb (RBC 7K, [a] IR (8 2035 A 4 T €0 25 81
Se i FZ O e L 3l U 381 P s 7 L R
M TR R B R RAE v, HL 7 R AR W~ LA AT g
SR RF PRI RE JT , 3 s AL i 20 i A
TR KA K
3.6 HERTHIE

a-lfll 21 #5 A 2 & & B ( alpha-hemoglobin-
stabilizing protein, AHSP) J&—FF 1] LI F& 2 I 2 1Y -
RE AW TR, AHSP il ad ik i 8 5075 o-
PREE T BE AL AR M A TE P A T AT 45 B- ML B
AR B — 00X HbH 9 8 BB 58 & 31,
AHSP JERIRYRIK Y o-BRAT 3 PR 1Y 263K KR 1Y
FEEREERIEADC, K, 1R AHSP 35 A BE Y
HIRYT HbH i BT 7785 . Hepeidin 2 8kid 2
SRHERRY | 22 Ty ) 92 56 380 1o 0 P HE 3 K 1 g4
Tl AR 5 4% 52 1 G001 DR R felt 5 R B A AR AR
AR AR IR T BRI 3, A AR T
N BB S AR BT — TR B 7R/ )
(Hbb™ /™) S WFFERT G2 1 52 ik B, A P 3 A 2
ESUILETRE SN LS uk - ANl L NUDN
AIREAR , I hepeidin ZEHTANT, Hb 7K-F E 71,
YU AR D45 FLR IR R, aX SR
BRI B IR R TR A, Casu 0 TER]
AR JAK2 S0 500 A sl A 3 2% /) B ) TC R 21 40
A SR R, 33 A7 B R R R AR TR BTG YT 7
i, TEHERVAYT J5 I, 8 e A g RNA T 3R
WEE AL HE 0] 25 1) T I B-#b 22 1Y - PR EE 1 1 2 74 2
TR E M HEREST SR, AE - b7, JUIE HbH J%
BT AT AR B A R
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