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¥olsnnTen1ie ANuAalna 21NSLUAAY Hewveelsansenneil lagms
VOIOU Phenotype A329¥1A3 1w Inaliu Hb typing
genotype
Hb Bart’s --/-9) dnsinideindansluass fnseme Cord blood Hb Bart’s > 80%
hydrops
Aa0A
Hb H disease (--/-a) Tavaathunan in'ludesldiEen Cord blood Hb Bart’s= 10-
30%
W)z L
v 91g > 11wy Hb H=4-20%
Hb H — Constant (-+/a0) | Taiiavnathunat veauerndeals Hb CS= 2-3% & Hb H= 10-
Spring (Hb H- " 4 15%
CS) woatluilszin
CS CS a = o ' ~
ggmozygous Hb | (ao/a™0) | Tadinnudndestiaunans inlides | HD CS~5%
Taeaduilseh
a-thal 1 trait (- /o) seaudTuInatiuilnd wse Tatiaag Cord blood Hb Bart’s= 2-10%
< 9 g A ~ = 919 > 11U normal A,A
Bnoy WaeaualivuIaGn (MCV :
A1)
o-thal 2 trait (- /o) seeud I Tnatiulnd iadoaunaall Normal Hb A,A
vualna
iwisaadiie  Beta-thalassemia syndromes
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yolsaniennz | AnuAalna 91MIUAAS Henwweelsanieneil laoms
VOIIU Phenotype A32931A8 L Inaiiu Hb typing
genotype
0/n0 0 P’ @ A o '
Homozygous B- | (B/B"), (B"/B") | Tafinaraun sindeslifideaidlualsedr | Hb ALF: liny HbA
thal wéa (B+/B+)
E‘thalassemia/Hb BYB5 w3e | Tavinvathunaredenn vanliiden | Hb EF or Hb EFA
E o ' '
(BB Wutlsedr uavaau lideals
Homozygous Hb (B"/B") Tafianudniioy Hb E (E=80-100%)
E (HbEE)
Hb E trait (B"/B) seavd TuTnadulnd Wiadeaaadl Hb EA (E=25-35%)
vnaan (MCV éiw) n3eviallna
p-thalassemia (B"/p) or seavd IuTnaduilnd w5e Tafinana Hb AxA (A>3.5%)
trait (B'/B)
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Hb AE Bart’s (- /- o) Tariaorathunaadann veanliiaen | Hb AE Bart’s
disease (B%/p) ) ' ey
Whlsedr uaunanulidesld
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Hb AE Bart’s - (--/a”0) | Tafinvihunandann vuanliiden Hb AE CS Bart’s
Cs (B*/B) “ . 'y qv
Wutlsed uavnaau lude sy
Hb EF Bart’s (~/-0) (B'/B") | Tafiamrathunanadann Hb EF Bart’s
disease (--/-a) (B*/B"
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(baseline Hb/Hct)
JuusInga minwzaoluassa wieaeluna liuunds liingsoadaiuan | Hb Bart’s hydrops fetalis
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(most severe) | gaaq in3AITinzuNInFoUVOIMIAIATIA
lAunassauiy
FUUTINN Hoimsgarudesldasuaeanialy 2 Fusn (Elbti 72%‘})}) B-thal/ B-thal (e lvg))uaz
v ' ct < ()
(severe) Wiindanaznnuen (ANge) Madunms B-thal/Hb E disease (114
Y = ~ A v 9
AT e uldeu ¥a e Al la 318)
suuss thu | endidwlaun Hb>7-9g/dL | g ihal/ B-thal (U19318)
(Het >20 — 27 %)
naN B-thal/ Hb E (a2u1via))
(moderate) Hb H disease (1U19318)
9 Y 3 9 A 1 o
JUUIIUDEY ThuTaanies nse bila JeAU Hb >9 g/dl | B-thal/ Hb E U991,
(mild) (Het 227 %) Hb H disease a1 1nqy,
Hb A-E-Bart’s disease,
Homozygous Hb CS
= = a = aa [ a v oA A A
lifiorms lifinneda vaz hifioimsneaain 520U Hb Und (low | MHgue51ad%iie 30
(Asymptom- normal) FTuTnaiiuAaind arae
atic)
Homozygous a-thal,,
Homozygous Hb E
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B-thal 1182 v04 B-thal/Hb E disease autios imadonlumssnuidail
. ﬂﬁﬂ@.ﬂdw‘lﬁuﬂixﬂﬂ (stem cell transplantation)
Y A a o Y A . . Y o 2 . .
o milvaeauIAneNILIEIUMIAI AN (high transfusion) LLﬁﬂﬁfﬂﬂl‘U‘ﬁWgn’iaﬂ (iron chelation)
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TsnsaadiesHagunsathunars (moderately severe thalassemia) AvdszAl baseline Hb 551319 7-9 g/dl (Het 20-
27 %) 1dun f1e p-thal/ Hb E danlwg), §1)2e B-thal/ B-thal 119310 1ag Hb H diseasenn931e iin1adonlumssnmn
o &
ail
Y A a o Y A Y o I~ . . . .
o idoamnwenazsziumsaiiuden uazlie1dus19mian (high transfusion + iron chelation)
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o IideauuuilseAuiseaes (low transfusion) H3e1iiel acute hemolysis tagmsdasuiiosuilu

TsnsidadiiayHaguusaios (mild thalassemia) 52U baseline Hb > 9 g/dl (Het > 27 %) ldun Hb H disease du

1ﬂij Hb A-E-Bart’s disease, Homozygous Hb CS, -thal/ Hb E mslimssnlaeliideaneiiol acute hemolysis

Tsamdaadiorialilienms vsemaadiiours (Asymptomatic) laun Homozygous o-thal 2, Homozygous Hb E,
[~ 1o & @ IS a 1o & v o o @ J
sazsraaddonds lidududesasesnuuiumen  lidududes]dmuer arsldsuswugiihninmdwiugmans
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2. msl# folic acid Aihelsalannresdaadidelimsaiiudoaninninind alinnudesmsnsalud@aunna
yanata 'y Fams 85 unsaTilanecudad
- fiheorg > 17 1% 1 1dia (5 un) Suazads
fiheerg < 11117 12 e Fuazads
fheTsalafnosdadiden 185 uidenmnnefiesssfumsauden (high transfusion) ifianwduiud
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3. msl¥iaen (Packed red cell transfusion)
U a (== v A o < '
Athelsalafiaanesidadiiionds Idsuiiadeauauduty  (PRC)  Arumsaaswiwiiadeavias  ldun
< ' a 4 o
leukocyte-poor PRC) WIensoiiaanav1I0en (leukocyte depleted/ filtered PRC) wmmimmﬁauTﬁﬂmm%mm
mmﬂmcﬁmmgmmmﬂu‘u?mﬂaﬁ@ (HIV antibody, HIV antigen, Hepatitis C, Hepatitis B, 118 Syphilis) tagn1u
13 cross-match MUUINTTIU
] ] 2 Y a kS v W ' Y a a a o A
M3l PRC uaazase mslddsum 12-15 mLkg vouimingd luasliinu 2 gialuasii@erduiie
A a 4 4 ' o ' A o 3 °
AzunIngeuiionnaluiiondt ‘HCC syndrome’ (11t 7.3) Aihen 1dsuiaeadulszsroniilymnmsvuaonld
A a a a . , ¥ 3 IS YR 1A . .
YINIUDINNULDUAVDAND ‘minor blood groups muummﬂullﬂ'lﬂmmsmawy‘maﬂ minor group red cell antigens
Fa FA ' A 4 v
(C, ¢, E, e, Le*, Le°, Mi®) awanouliidonansausn uazidon PRC hilvyjidoadinulddwausn wenvinil inean i
[ ] 1A @
asilwaoalmiorglumu 5 u
v
ithmunevesms Ididealudiled 2 szmsdail
y LY . . 1 < a v AaA a
3.1 mslvmemnnweniezszfumsadiuaen (high transfusion) dihednlsalafiasesidadiiioriajuuss Ao
homozygous beta-thalassemia %30 Beta-thalassemia/Hb E wilagunss frielafumsiianelnad arsiasanli1ésy
o and Y A ~ o Y A Aa a . .. o q YU
M3snIsH mslideaminwenvzseiumsaiiudoaniailnd (suppression of erythropoiesis) 11#R1eMw1n

s A

S 91 3 v A A a Aa  Aa = 3 a
ﬂ’]jgiaﬁﬂ%’]\j I%jﬂ’JEJ%LIfNLL‘N‘leuEIfJ ﬂ’]jmjﬂe‘]’lﬁuiﬂﬂ UAUNINBINNA ﬂ1§ﬂﬂcﬂuﬁ’]ﬂlﬁaﬂﬁ]]ﬂw1\1lﬂu9’]ﬁ1iﬁ]gaﬂaq

a
E4

fwvz i Tansorzguas Selisuilugdesdaim vennnidsflostuilidnsasvenszgnluvinldeuuas
mslfidemnnneizsziumsadiuden aunsaisuldlas 1 L-PRC 12-15 mL/kg nnduanioussdy

FTuTnatiuged 10 g/dL. ilefaszduiiuda ¥ L-PRC siolUdnnn 2 — 4 daniluvina 12-15 mL/ke iequliisedn

%Tuiﬂaﬁuﬁﬂuﬁlﬁ’aﬁaﬂnnﬂ% (pre-transfusion Hb) liidnd1 10 g/dL aaea’ll minidielasedud TuTnadudeniden

v
v o 9

o ' o ad 1 o o o o = & =
a1 10 gdl TimnTiidendvu dntudiheddniludewnasisnmaiuaueTazilszina 12-15 ase swldidend
' < o & o o I 1 o { |
aztlszanm 180-225 mL/kg Aol nazazlisiquiandzan suiludedldsvendusiqumansuae (gidedn 4) dileteey
=) A dy Y A v a
HogauenIulndifssiuauilng
Ay v A 1Ay Yo A S iy Ay v v 9
Tunsaingihe lsamdamioguuse uailldsuaennnwemawady Tfwlannudy nszgnueedudl ms
= . . o o ' a @ o ]
nlasumnliideanuy  high-transfusion o1 uiludeslfiaonunnninnd vieendesdainudsnon Seezdusen
ithwvineveanssnn

. U < a o a { ]
3.2 mslvaeanuuisyinlszaes (Low transfusion) Aihednlsaladanesidaddeyiagunsan hiamnse

' . . 3 A v A a [ ~ Y] ia a
swtlelumsldideauuy high-transfusion ldauh szaudTuInaduse liganeNazsziumsasudoanidalnd o1

o Y 12 <3 @ A < a @ a
tuiludesaaiiinevesmssnuuiununilsedvlszaes  fihadnlsaladanesdadideriaguusnunan Ao

aunsaasudenldeannaneizmnnin 7 g/dL  endeniezlfidoaunnenuy  high-transfusion  W3euUD
o < ' 4 U Ao J = 4 o ° VA .

Uszavlszaeanld Aeszliideadeaiiodiloniieinmsseumndeiioaninizauideanandiainiiimg (acute hemolysis)

1 K ¥

Faininanenainz 14 Ao wieiie Hb < 7 g/dL (Het < 20%) Tagli L-PRC 10 mL/kg HagAnnupadoann 4-

12 §lonsd
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mshaeauuuilszavilszaosdl dileen ldidoamivawe wie luaduaue Inquanazaunndoan 1§y uaz
A = I o ¥ ' a v £ A ' Y A
nnmsiumsgadumanang1 lduinninnd dhwenn Taduaunaniesningiediudon
da
3.3 mslaealuamumsaiditay
' £
o Alheniiflymnsiauvesinle uazszdy pretransfusion Hb < 5 g/dL as1giiasail
1. Wl51es PRC Al¥miduvine 2 mivesszd Hb ua lifu 5 mL/kg
o v & Y |a v Vo o
8031M3 17 < 2 mL/kg /52 Tu3 TagldiSumanios uatiosnsa (nn 24-48 wu.)

wasanliendvilaanzaeuli PRC

S

' 9
4@ BP, PR 30 w1 noutaznaslid PRC waziilodlioimsnnailnannass
. éﬁﬁﬂiz%ﬁ febrile non-hemolytic transfusion reaction (FNHTR) 0 Chlorpheniramine tta¢ Paracetamol
Sudsgmuneuliiden 1/2-1 u. Silleams FNHTR vz ldidealingamsldideasiuil Ja vital signs
! c S o
nlaow LV. fluid 11 NSS %30 5% D/NSS unwaon waglioainaniisdu
91 = o v ' Yo A a A g A
o Ghelimumuazsnmdremsilgnonelunszgn aasldsuideasiainseuiimdenuieoniua (leukocyte

depleted PRC %30130n11 leukocyte filtered PRC) luszniniisomsilgnae lunszan

4. msl#enVuseudn (Iron chelation)
1 A 3 a @ @ < 1 A @ . . ] @ @ <
“lué’ﬂaﬂmmmmaﬂmu ms'lﬁ’iumwﬁmmaﬂ Ejﬂaﬂw"lﬁsu regular (high) transfusion 3IUNUEVUTIEPHAN

=

' o A = = 3 a 1 = A AadAa A
pgnainave luvwanwedissziiswmaniuliun Jnunmdiaalisiagus
PR v A A A 2 a A Aqy : A = < 2 Ayy
Aihesdadilolisqumannunniaeanld (1 mL veuladeauasdisman 1.16 mg) wagsigiand laan
=2 < o Y @ < ] Y- A v Ao o a
msgadusIquannemsndld  awnsoasszausiqumanlusumeldTasmsasindengszaudiumos lsau
.. .. ! a < Y ' 1 a 1
(serum ferritin) 1 serum ferritin 9071 2,500 ng/mL w?aﬂﬁmmﬁmmaﬂiumnmﬂm 15 mL/g wneliinanaiene
@ 1 Y o Yo < I S Y
93022A199 14 15 S lvauudt Wuwvnu tudu
Y i dy 9 o <}
Po19% Tums Tieiusgman
@ o Jan .. J o < @ 1 1 1 a
o IzAUTFTUWOTIAU (serum ferritin) 4031 1,000 ng/mL nIeszAUTIHanTUALFINI 3 veen1lng
1 A @ [~ o ' |
o Tudithenlasudoailulsedwminni 13

o 14 PRC vmdnlszuna 15 asa

3 Aa

odusmaninilszansnmanazasudelaeassldiuuiuiu Ao o1 Desferrioxamine (Desferal®) ¢ 1u
v ¥

YA 20-40 mg/kg/AHu 1mu 5 — 7 Swdlad vimsenlasmsaamniuy deudadhldimialaelfinTesieiam
. . 9 o o a @ I a o o . A o
(infusion pump) 19 Fuay 8-12 11U AAMUYHAMITUT AN TABAANINAIZAD serum ferritin 10 6 AU U
VUIASINUANURNIZ Y

M35 1¥en continuous intravenous infusion 913 mnﬁ@é’ﬂaﬂ i cardiac problems 310 iron overload Y11A 50 —

o | @ o IS . . . . . .
70 un/nn/Au Wunan 5-6 Sw/dlai Tasl¥euilu continuous intravenous infusion 12-24 %3 M4 infusion pump
o < A o @ . o IS .
odusmpmansiasulizniuluilegiu Ae Deferiprone (L1) l1a5uoyanaldldlunivylsihilu second line

]
= ]

A Tiawnsnld Desferrioxamine 18 vuaenldfio 75 me/kg/fu

@

monotherapy d113U
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5. MIAaI
] PR A = a & o vy 2 A . 9
ez Taludihenionmsthunaedaguuss uazdaisess anulawiniug 92iman1g hypersplenism 1113
o < A 4
wihmedaneauaaniu
Y 1 qw YR
TousFlumsaaim
9 a =3 o ' A ] o A
o Twlannaunaeimsnadion ¥nTandn 6 wu.Mioegszauazao
P
e da5IMIAeALBYIUY HTBARIMILEDANINNIT 250 mL/kg/1)

e WUNIIE hypersplenism

= YT \ U Y
ﬂ]ﬁ!ﬂiﬂuﬁjﬂ?ﬂﬂﬂuﬂ]iﬂﬂu1u

vy V9 v 4 o o 9 o = a & o o 9
[ 11’isllﬂlql'ﬁllﬂﬁjﬂQﬂllagfﬂﬂﬂﬂiﬂ\‘llﬂﬂ')ﬂuﬂ"ﬁﬁﬂll"lill!,ﬁg'ﬂG]fﬂlﬁﬂ\isuﬂQﬂqiﬁﬂ!ﬂfﬂ‘ﬁﬁﬂfniﬂﬂl”ll

A v Y < ° J | I~ a 9 A a dy ] 1

(] ﬂ'ﬁmEJ\'iﬂ”I'iWﬂiﬂlliﬂLﬂﬂ@”lfﬁ”ﬂ'ﬂ 5 1] LWi13‘1umﬂﬂ$mﬂ31331l°ﬂiﬂcﬁ'®u IﬂfJLﬂW”I%Lﬁ@\?ﬂWiﬁﬂﬂf@\ﬂﬂﬂ’ﬂ

<

wnla

Yo A o oa o A A A . ] A ' v 9

(] ﬂ’]ﬁllﬂillﬂ’]ﬁﬂﬂ’]ﬂ%’uﬂﬂ\?ﬂUﬂWjﬁﬂ!%ﬂ A® Pneumococcal vaccine 9819198 1 1A UNDUAATN

a .. @ <
o dinnsanly aspirin vua 2 — 4 un/nn drszALINT Ao > 800x10°/L

MIguanasfaiu

o « eqqe a a o <Y c?;‘ 1 v @
o asuuzii 1M penicillin (250 Tadnsy) 1 tiatuay 2 a5 aasa 11 vieedrerios .5 Yndedashu
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1. serial CBC Lﬁ@iﬁ}ﬂ‘im baseline Hb level

2. Hemoglobin analysis mméﬂaﬂuazﬂsam%ﬁ
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A15199 3 uaasAundy Hb, MCV mueigaa q*
Age Hb (g/dl) MCV (fl)
Mean (-2 S.D.) Mean (-2 S.D.)
Birth (cord blood) 16.5 (13.5) 108 (98)
1 to 30 days 18.5 (14.5) 108 (95)
1 week 17.5 (13.5) 107 (88)
2 weeks 16.5 (12.5) 105 (86)
1 month 14.0 (10.0) 104 (85)
2 months 11.5(9.0) 96 (77)
3 to 6 months 11.5(9.5) 91 (74)
0.5 to 2 years 12.0 (10.5) 78 (70)
2 to 6 years 12.5(11.5) 81 (75)
6 to 12 years 13.5(11.5) 86 (77)
12 to 18 years
Female 14.0 (12.0) 90 (78)
Male 14.5 (13.0) 88 (78)
Adults
Female 14.0 (12.0) 90 (80)
Male 15.5 (13.5) 90 (80)

* From Nathan and Oski, 1993
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uHUIN 1 naaIMIngIINTeINHzYeIsIaadiionazd Ty TnatiuAalnalaeld MCV 1az DCIP test

Step I Screening test
MCV + DCIP
DCIP i MCV > 80 fl
positive
MCV < 80 fl .
DCIP neaative
Serum ferritin
1 month treatment of iron
<15 ng/ml
Recheck MCV
No history, signs
of iron def.
Hb > 10 g/dl
Improve
Iron def. Normal range Notimprove Iron def.
Step II. Configmatory test
Hemoglobin Analysis (HPLC, LPLC) or Hemoglobin electrophoresis
Hb A A, (A,<3.5%) Hbo A A, (A,>3.5%) Abnormal Hb (E; CS; H; etc.)
Step I1I. DNA| test Thalassemia diseases
PCR for alpha-thal 1
I
| |
1 1
Negative Positive
\4
No significant ~ Alpha-thal 1 trait Beta-thal trait Hb E trait; homozygous Hb E Normal
thalassemia Hb CS trait; homozygous Hb CS

Hb H disease
Beta-thal/Hb E, ect.
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uHUIN 2 nAAIMIATIINTBINNHZYBIEIaaTTouazd Ty TnatiuAnlnd Tao1d OF uaz DCIP test

Step I Screening test
OF + DCIP
DCIP positive OF positive OF negative
DCIP neqative
Serum ferritin 1 month treatment of iron
<15 ng/ml
No history, signs
of iron def. Recheck MCV
Hb > 10 g/dl
Improve
Iron def. Normal range
Not improve Iron def.
Step II. Configmatory test

Hemoglobin Analysis (HPLC, LPLC) or Hemoglobin electrophoresis

Hb A A, (A,< 3.5%)

Hb A A, (A,> 3.5%)

Abnormal Hb (E; CS; H; etc.)

Step III. DNA

test

PCR for alpha-thal 1

Negative

Positive

|

No significant
thalassemia

|

v

Alpha-thal 1 trait Beta-thal trait

Thalassemia diseases

v v

Hb E trait; homozygous Hb E Normal
Hb CS trait; homozygous Hb CS

Hb H disease

Beta-thal/Hb E, ect.
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