- 964 -

Chinese Journal of New Clinical Medicine, October 2020, Volume 13, Number 10

L RAE B A A @R ERIBIE - WPBRMER

TR LT 1 H R ) B 536 7

E mw, Wmir, KIHITE

FBIWH . ERK A RPE A B (45 :31871265)

TEHHf7: 530021 397, PR RAEACEB B AR EE RS L = = BB LB E 1) Ak (B9 IR EL) , HUVR (ko)

EHRIA: £ w1977 =) 20 FESER BT , 8 3 AR B, B 07 1 - LB IMBOR 2 W 51897 . E-mail :281861369@ qq. com
HIFER . sRBHE (1962 ) 55, RAEARL, 2L ir, EARBEIN, B L P S0 AF5E 7 1] - P S ML B #5516 97 . E-mail : zxh303xy @

163. com

R, AR MR A FIF, W AR AT S A RE 20 F,
e T RERTAFRAG A MIEAE T, 2003 F A WAL R , MET H4
B W 693 08 07 F AKX, 2005 SFAR I d T W BT A RANEFCRAF AR
RIEE"AR , METHESBH G RAT I, 2010 FAEA(T BTG
BHXD)ERARREABUFAXFRITHAT R E-FTEMETHESBH @
WRGE T BHEX", THEFRAET 4 AR GEREFT LG E Rio 43R
RAFIRM, L AFREL60 425, EGLFHER R EHEEES) S 2
S, (RGBS BATE) % (R BRTFER LU ETI5E) (FPE%
FEERHR) OLEFER DRI T ER DT ERERLFRZEP)TEER, AF—HAHFRERESTT R
RoERI R ZFLESAUF HAERTEAPHELEOHBE LS LAEF L L fob b EY
FREZFRENADFEZMAKER AR —F R PRAERE_FLE 1R, AFELHRH
KE AT ZF%1 7,

(] ML HOHbH) i R b i 570 (AR 3% ) (B T AR 2 ORI, R 5T &
DX 3 A2 15 300 A v X A B A TR e e AR 00 0 R i L6 97 % 6 LA ST X F9 2678 . HEDH i Y s PR 2
BRI, BE AF R 93 R, ZROURHE 2 MBS FIOF ST, A2 06 B 22, J2 75 BUH0™ 2 W28 1k 4T Uk 75 150
D R 5 R T A AR AR 222 W (PGD) HOAR IR A T 20 o R AR I 93, Bt B Al
IE IS T ARG I Z A PR 20 O IR BT 1 ~ 2 Uit i ML AR, , Rk b BT th BRI &
SiE o 25 K AR LYY T 5 58 R B8 S T 2 ) B [, 0 O T A A R 7 0 A A o o A6 ) AL, 7 7 7 i
HMLETT I7 SR 255 5 T A B R PO R R S KR

[X&@im] Mg, MLaOsEa Hp; 22w WmRREAE;  mRIG)T

[FESDES] RS556.671 [XEFRIEFGE] A [XEHRS] 1674 -3806(2020)10 - 0964 - 05

doi:10.3969/j. issn. 1674 —3806.2020. 10. 03

Attaching importance to the prevention and treatment of hemoglobin H disease @WANG Li, ZENG Li-hong,
ZHANG Xin-hua. Department of Pediatrics, the 923rd Hospital of the Joint Logistics Support Force of Chinese People’
s Liberation Army, Nanning 530021, China

[ Abstract] Patients with hemoglobin H( HbH) disease are the largest group of thalassemia patients in China.
HbH disease is the most difficult type to deal with in genetic counseling in high-incidence areas of thalassemia pa-
tients, and also the type that is difficult for clinicians to deal with when making blood transfusion treatment plans.
The clinical manifestations of HbH disease varied widely among HbH disease patients. Most HbH disease patients
have various complications and poor quality of life with the increase of age. Whether it is necessary to make prenatal
diagnosis and termination of pregnancy, it is necessary to inform the patients well, and it is of great significance to

play the role of preimplantation genetic diagnosis(PGD) technology. Various complications arising with the increase
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of age often need related multidisciplinary joint diagnosis and treatment, and the patients should be instructed to take

routine physical examination once or twice a year to deal with new complications in time. The blood transfusion treat-

ment plan for the patients should be focused not only on the current key issues, but also on growth, development and

quality of life. The patients’ own factors, disease factors and the wishes of the patients or their parents should be

taken into consideration when making the treatment plan of blood transfusion.
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o- MBI (TR o- 3% , B L FIRER T A
R PR R AR AR 45 B R i e X R
HbH Ji 8 E 2 1)) A 7 TE BRETA294 10 T4, 5
HAHE# 204 1 500 il HbH 5 8 L H 47 . HbH
Sl PRI 22 K, I AR R A 1 24 M 2 B A5 4 F
RIS R 45 B E YRR Y, 5 OC HbH Ji it 1% %
RS R G PR I IE O R B A A BT
HbH J 8 F &R E M 3% 28 5 h AN B 2 e, &
B R R DX AL ) T A rp fe ME A B E TR 2
e R 22 D ) o L3637 7 28 Bl X A g e R 28 8
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YR I, s 2L 4B R D RE , AR TE RE T T R, 23X
21N T A e e, JORG ML A 3T DA 21 20 i N
HbH AR B2 1%, 7T BE 2 S M i LG 42 AR 2L 1R
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Hemoglobin H(HbH) disease;

Prenatal diagnosis; Clinical feature; Clin-
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HbH 5 777 5t 2 1) S vk , FLil R F2 Al g 2
o st A% R 2 A R 28 ARG s i, H G470 LA
AT B e AR R B0 A M FE . R PIHH HGB <
80 g/ L W E AL Z M 1 516 T7 S AL D AERT
01320 0 B [ R %) i S e T ( LT TR 25 ) L TR
B SRR 0 77 3 v AR A 3155 9 B, AR K
REZEFm A AT TR 2 L S I E AR
N5580 . KwPIH 80 ¢/L <HGB <100 g/ {4
MR Z 0 1 30697, K25 &7 AR
S T A A s 40 B AN [R) A B B A L e R
e 345 BAE K & B /KOF RO A 3 R B B3
FFiF HGB <80 ¢/L iy . £k HbH fi5
FELE ORI 25 Hh BUAS TR 2 B 1) 22 LN 2, 3 45 25 o
f KRR MG 24 K . ARBR Y o-HA A8
R4 HbCS \HbQS 1 HbWS =& 41 iy HbH 554351
Fxk HbH-CS %% .HbH-QS #5 #11 HbH-WS 3%, HbH-CS
Al HbH-QS i % R 2 &, R h &g
SR LA 5350 K 85. 4% F1 81.8% ') JHGB K (75 +
18)¢/L FI(75 +8) ¢/ L, fii HbH-WS #5  (115 £ 16) g/ L,
{H HbH-CS % F1 HbH-QS 5 B 35 # % [ s T 33t
MANEFLZ, FaRGE T B 1) HGB A—E i A2kK
S HbH-WS (BEBA F sk UE E A0, B
HbH [XH7 , Hoilf PR3 BRI~ 46 45 A ) T HbH-CS
5 HbH-QS 52>, A5 X AE B2 750 HBH 55 9 i
PRIERFEAE4L3E HbH-CS %A HbH-QS J5, Lal 45"
(ST B Bl LA S LB AR K 2 711 86 141]
HbH 5, 546 % HbH %5 1 ~3 4~ 40 HGB $#49{i K
85 g/L(69 ~107 g/L) ,4 ~6 4~ H 411 86 ¢/L(69 ~
107 g/L) ,4 ~6 F 410 94 ¢/L(79 ~115 g/L) , ik
Hde 78 HbH 95435124 70 g/L(58 ~95 ¢/L) .82 g/L
(70 ~99 ¢/L) 72 &/L(38 ~87 g/L) . HIRA el
J: 1 HbH 55 AR B2 9 HbH 35 B 3512 Wi st 2 4t
L (R (WY N TR ot U1 YL G ol |
A R E G AR E R B A B
JSAY HbH 53 835 v 85 2850 10L3R Y7 1 L4811 53301 hy 42%
H181% ,22. 7% 1 58. 3% ,18. 1% 1 78. 1% . HbH %5
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plantation genetic diagnosis, PGD ) $ AR FJ siE A1 12
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4 HbH R K& TT

JE A3 [ R #2515 2> ( Thalassemia International
Federal , TIF ) AR 455 lfi A< ¢ BN i 115 5K 5 30 22 53
AR5y A 5 2 #. %% ( non-transfusion-dependent thalas-
semia , NTDT) FlI I A& i B 7 ( transfusion-dependent
thalassemia , TDT ) B2, I:4hi5 T MIRE PO BEFE S
H T — B BCA B E AL, HbH g 82 i AR AR O 2

FUAS b RV 25 fk i 1ML F) 7 %Y B-#b %X ( B-thalassemia
major, B-TM) "' s R4 HbH )8 T TDT,
o R e R I R AR SRR YT, X S R A R R 4y
SR R A TDT, &8 4302 5 ok 3 BT & 0E 52
e K TDTHO7

4.1 Rzl S50 F 2 Wra B 7 90 Y
ORIR eV ey O T A e B SN R A e 4T )
CEPRIE R 2 AR, B I 37 R R TE B4 94 1L
G DA B LIRYT o B4 LI 12 6, 2
B ZAAE E R AR, 0T Al ot i O i (4
R AL Fh SR AN S A T B ) AT LAYk D 7 E
TOMLEg S LR, T A3 AR i K A A
4.2 IMIAYT I R AN I 0 £ 4
Wio ABEFE LA [ i 7 2% NTDT f LR
KRB, 4558 5oR 10 2 TG & o9 58 L4
KB L T i o, o5 8 J A ol Py LA E K R
ARG, A DL I B A 4k 4 F G B T NTDT LY
HERKAKEE. X4 NTDT 35 B I G 5 1w St
M HGB K& 51 80 ~90 g/L'"% 4 NTDT &1
Bifi 25 AU B (385 K HGB AN R [ (Y 48 1E
AT EEFAR) AK A TIRS BRHEE . e H
sl ik e e JCHEAR N AE B8 SR B HE R R
WY LG G I % P T A S a7 . HBHL
BF— HIZ W TDT WG 5 2 B30 & 2 06T o
TDT F5E ST B I A REAETS , ISR R0
ARV S 35, H 2t ™ T O R R S
FERMT HGB <70 ¢/L 8 HGB =70 g/L,{Eﬁﬁ
WAL A R B IR G P A A R S ME T
il —FpEIEER S T TDT, 75 M i i 72072
e ML 245 M A 5 R 114 2 Ak AR P S L
ol Rk B A T 2 8, ¢ T ¥4 TDT (1) HbH
I REE R AR B A B S = fE i, 70 ¢/ L<HGB <
90 g/L (1) HbH ¥ {35 7] 5 4% TDT KISy 1 A i ok
XA, T 2455 B SC PG OO, S0 25 1
MAT e 2 3% . HbH 22107 Kt i 3l
B s B 09A YT, 4EFF HGB > 100 o/L, 4 i 75 1
sASZP AR FEPOEEEYT S o B E R
W, T B AR BRI O S R I 0 R ™
i e =B L IR R I SR = MNP = = K0S W & e}
JLEBETEN

4.3 PREAFNAIT ARSI HbH g B3 R R
SR HY HbH Jog 88 HL IR 2o 2K, A 10 %7 A2 gl
BN SK 1 J5 & nTHEIR B 15 55 TF 46, A i 1) AR
HAAEHIM 10 ~ 20 Ym Wil SFUC . HbH i i 3%
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BRUTARI 0 A i 5 F AL B0 AN ], SF 3 HAIG
B T 2, B, HbH 95 F8 35 SF =800 ng/L #f
TR SIREIAIT 16T I B AR SF<300 ng/L"
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73 SRR H L R VA S 10 mg/ (kg - d) L RTITK
IR R AR
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20 em; <5 % B BRI AR . MR
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