Tsalafinanesnda@ille (thalassemia) Wulsaiugnssunislainine,

FafguAnisalgannluyszmalne Ussanadosar 20-30 vosUszwnsiou alpha
(a)-thalassemia So8ay 3-9 38U beta (B)-thalassemia waznwuduvosdlulnaiuy
AnUnd 2 wlin Ao hemoglobin E (Hb E) TnsiadeUssanadosas 13 uasnugaty
TunuBanuisfosas 30-40 fidewingiuniny Hb E gefsfoar 52 lulnady
Reunidnaflanilsiinulduss fie Hb Constant Spring (Hb CS) Wuuszue
Youay 1-8 giAnsaifamsdi 1

NngURn1salvesduiinun@dnand tnAnandnaugtelalainig
sdatlefnlvduazitineglneuszana augiinaciieg vessemalutagduld
MU 2

719199 1 wansgUAnisalvesnvelsalainanssdadilowazglulnadulinund

Tulszmealne
o thalassemia (a-thal 1 and at-thal 2) 20 - 30 %
Hb Constant Spring (at-thal 2 like effect) 1-8%
B thalassemia 3-9%

Hemosglobin E 10 - 53 %
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M13199 2 ugUiglsalafinaesdadideinlniuasiidineglneUseuiu

Tudsewelng (EwiuanUseansaay 65 a1unu)

U 37U
slinvaslsalafinanssndadille | deusades | fhedalw

(sind) (GER))
Homozygous P thalassemia 828 207 2,070
[ thalassemia/Hb E 12,852 3,213 96,390
Hb Bart’s hydrops fetalis 3,332 833 0
Hb H disease 22,400 5,600 336,000
Sruauemun 39,412 9,853 434,460

finlUasan Fucharoen S and Winichagoon P. ICMR Annals 1988

av v v o o A a U oA a a v '
mATeAuAAsINUGelsaladnssdaddslulssmealng Sudumue
Usenadl .A.2495-2496 Uaglnanuaiuiusingluansansideuwwiive Blood
1954; 9: 1-23 1399 Mediterranean anemia: a study of thirty-two cases in
Thailand Tagil A.ifgsAAM WeY. AMENT ) UAT, ANYTAAN NEY. AMVNNAAAIAT
fRue, Afeshnn un.gon Avald way A AsViginia Minnich Janasnifias
L Fo g A & Y a o N A
Fulitulunenunidunsmaduasisnueslsalainassiaadifelulssmalne
Tnendun1ssieausaue fuss P thalassemia/Hb E wag Hb H disease fioandl
= dl' a  a ' a aa ¢ i
nsfinwiFes slulnalu 8 ed1vazBunuayasRiNiNaLNTluINTaNT Jounal of
Laboratory and Clinical Medicine 1956; 47: 455-89 Tui304 Studies on
Hemoglobin E I: the clinical, hematologic and genetic characteristics of the
hemoglobin E syndromes @aiuunaaudl Professor Sir David Weatherall
wiwmIneageendwese lanugirindnnsdnefaulaneadulsalafinang
U N a A o a A a i &
sdadile lneanzinenudlulnadu 8 nnauaisenu inseidunsriusiuwag
Tireazduaneivdnuazneaditn ennsuansaznsilasundamislainine)
Y9INgU8INTT B thalassemia/Hb E #1fsN
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I3

Tsalafinoesdadidordulsafitinainauinunilunisdansigs
Flulnadu Fudulusfuddgludindenuns Tneiduitheenduuainvenluds
o¥uzinen Thsumeuasihmiveulneenladundsiiven fihelsalafinasndadidle
foulnaduiiiaund vhlsiaalusiulnaduldlivieatrdlsdosas Wiadeaunsds
AangBanm wnarmdamguuazsinazgninuduiany guasiidulsalatinans
sdadifleflonnisladinarsuuadnianasauvdes dndusnaziivlaliaueny
maRaneBanmdmuliluumunneToerhinme wu nsdduln s Flane
uarfionmsunsndeudu osnsdaifledulseiugnasy Bmsdnwlimea
Tutlagiu shldlnemsugnanewadsuiidaielafinangsu Jeldnuaeiusnssm
voufiadonvamiiouduitie uallonainnzunsndeuainnssnwinasens
fanudssaufadeield 33sdidemsluginodnuemerinty nsinwdiu
TngiJunssnenlsamuensuazsn¥in1zunIndeaunige finTuanennisia

fusdadislefinnsaenonludnuazusios (autosomal recessive) i
fusaadidsuulasiulyuiiiosdnadion (W, trait, carrier, heterozygote) 39laidl
91m3 winsfiuszansinednunnifuinunddsnarudeg Sehlimuie
Tslafinanssndadislodafnanuduius (nteraction) vesBumeanildvanesiin lne
Uszanadouay 1 vesUsznsineasihilselafinnandaddloviinlavianils fiddey
#o 13A Hb Bart’s hydrops fetalis, Hb H disease, homozygous B thalassemia
disease wag P thalassemia/Hb E disease

fuaelaalafinarssndatidedeornsunndnaty fudnisilafinoades
dntfesaudsnsillafinaienn flhelsaladinnesidadislounssindonnisiiguuss
wniazdeTinfamedauseglunssiuieniendsnaenfiedliiund faderns
dau‘l,mﬁuaaﬂiﬁwﬁmaammﬂmﬂﬂamaﬁu (genotype) 8e19lsAid AITUUIBT
Tsnfumnsiatutiu enaumnsnstulduiunguithefifierufsunfivesBusuuiieaty
FuvilinisdnwdiaelsalainanssidadiflesinnuaziBenseu Sudufiunnd-
weaazdesiasanlilanumanzaslufinowsarne lunduithefifionsguuss
srilafnieduariimnufinunfivesiime mswsydulnduarimizumsndou
w199 Sadurrudutheiifnansenusersguamnie guniwla uasduilgym
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\rsugRavesaseunfiiignvanuthelulsalainanistdadidls imsizazdodinms
g]LLﬁ?ﬂMIﬁﬂﬁL'%ua%fmasi”ﬂmhimmnm Huindunisznansunng depuuas
\ASENVDIUTENA

Jszmalnefinsfinuidededselafinnsdafidsesaduszuundo
Y. 2495 fosderudifoniulsalafinaisdadilioiamantoasmedn namfe

1. yruisgifmsalvesBulinunivinutes feiin o thalassemia way
B thalassemia wazdlulnaduiiauni 819 Hb E wag Hb CS luginiarieg ves
Ussina

2. fimwd anudungientunisassidedundadidouadlulnady
AaunA saulussiunmauBsunuameadon sdsuuasedusiu Ellnat) uas
muiinunAvesBuiliuamnueslsamumsi 3 uag 4 uazldfinsiannyansae
dnnsesmnifiduningredsalafinrsdatiflowas Ho £ Julferraundnany
Fetaelianunsansaafnnsesngiiunmevedlsalugvunazyillinisauau
Jesulsaladinansedadifloaunsavilaess

3. lafinsfinwiAdumsiasuudammanesaisineweslselainans
sdadidle aunsuinnzunsndeunne wagladnisiesdauidenaniluld
Tunennaifiadvennmsuasinugielsalafinrmdadidelidauamiinindu

4. Tnsiawnsshvigdiesiedsingg o9 nsugnatewadauniie
inladin (stem cell) authemeuinannlse mslidendidaunm fnsineane
widniAumeeduianwaziinisiauiedumansinsuuseniu (GPO-L-ONE,
deferiprone) Fuslfiodluuszing Tavesdnsndunssy dnslideniiinunin
wazmsAnyiteiieaiunmsldevieasiaiinssdunisainedlalnatusu (Hb F
stimulating agent)

5. ladnsiianuiane lWanduns auaunsanivauLazanduiy
msiinvesftelsalaiinassdadidefifioinissuussliogiadugusss Tneidy
Ao sEielnirMITnaady 9NMIMTINeNSE NSENTNEESIEY
uazmAleny id1dty Ao yaslsrlafinanssidadidowisUsemelne uazaunau
Tadisineuralseinelng
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M15797 3 uansaruinunfnazainudvesduiduannnves o thalassemia

wag Hb H disease Tugiinasine vasUszmelne

A1ANANY aald MAnNzIuRan | atawmile

U AU U AU

Deletional Hb H

1. /-0 199 398 75 504 14 269 34 333
2. /o 9 18 7 47 - - 10 98
3. "o 4 08 1 07 - - - -
4. ¥ieduy 1 02 - - - - - §
Non-deletional Hb H

1. -0 a 247 494 55 369 35 673 54 53
2. /0™ a, 28 56 4 27 3 |52 329
3. -"aa 2 04 2 1.3 - - 1 1
4. afindun 0 2 5 33 - - |
Srurunevn 500 100 149 100 52 100 102 100

* Hb PS : Hemoglobin Paksé

= an a Ao '
7 : yafslsalafinaeondadiliouwiaszimnelngs

6. InsEnuIIUATYEMERTaN51504gY (health economics) AIUA
Wunsfinwisesdus awhbidunmidamuinnisauaulesiulsatuinvedue

ninsinwgdae
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o a = ' ' = < .
A19199 4 LLEANYUALLAZANUDVDINTITHILANVDIYU B WLTJUﬁ']WWJGU@ﬂ B thalassemia

Tugfinnasinge) vesUszimelng

A1ANANY aald manzduean | nawile
TR Reanile
naenwug

MUY MUY MUY AU
B°-thalassemia

1. codon 41/42 50 36.3 109 151 19 316 108 495
(A->T)

2. codon 17 (A->T) 24 174 41 5.7 13 21.7 75 344
3. codon 35 (C->A) 1.4 4 0.6 0 0 - -
4. IVS1-1 (G->T) 2.2 35 4.8 1 1.7 15 6.9
5. codon 71/72 4.3 4 0.6 8 13.3 13 6

3.5 35 48 1 1.7 = =

U o W N

6. ¥finduY
B*-thalassemia
7. IVS1-5 (G->Q) 7 5.1 98 136 0

8. IVS2-654 (C->T) 8 5.8 16 2.2 5 8.3 1 0.4
9. codon 19 (A->G) 3 2.2 57 7.9 0 0 - -
1
9

10. -28 (A->G) 20 145 20 28 17 3 14
11. codon 26 . - 243 337 15, - -
12. wiladuy w [7a | @ [zl = [ - 3 14
13. 8 thalassemia - - 14 19 - - - -
14. livsuaie - - 37 51 3 5 - -
Sruautenun 138 100 722 100 60 100 218 100

v S A

= aa = '
7 : yatilsalafinaesndadiliouwiaszimnalngs
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wanINULANNTTAUTEYINUMUBIAANINIM NI UaEINeaN NS
aeneamalulaglunisananasmssnuingnasavangan iuyaansmienis

a a

unnduazansnsngegefaiies Insdanisssgudununivinissidatide
wisnAluusgRadefuuuiunnnd 19 9 Satwmuaiifumudi$aiiiniu
21NANTINTVOINANEOIANT 917 NSUNITUNNEY NSUBUNTY NTUINYIAIENT
MIUNNE NIENTIsIsaEe yadslsaladinanesdadilouiassmalne aunay
laeineurausenalve s1vinedenunsunndurisdsemdalne s19inendegh
wiunndurisUsemalng 1vinendeergsunnduvisUsemalng uaguvninendy
s 1udu

Tugaeszaginan 5 Dkuun aendsainnisdavingsde “uuimig
nMsitadonarnsinuilsaondadifie” atufl 1 dednfinrimeunsided wa. 2549
lngmans1a158natn windndaugdes bruabesna Wuussandng ladeny
fviiAeiuanuiGestsalainasdadideludunsitdeds msdnwiuas
n13AruANn1sYesiulsa wiluszduananazlulsemelneifutuduogienn
N9 TUEVANANUIIRNTITT NSUNITUNNE NSENTIENSITUGY T
yaislselafinassdadifiourisussmalneg uagmisnuiliieites naoaay
;Eﬁmﬁmzymnwﬁmnﬁmhm Felgsuiudaviuilede “wuinsnsidadouay
mssnylsasndatife” atiufl 2 Used il we. 2557 Fu iolfuwmdiludanag
figndesuaziiuaiolunisquasnufiaelselafinanssdadideliinunmiinid
wagitaumssnvmeiuagiislsaladinanssidadillevessemeane

Tumsdavimisde “wumnnisitdadenaznssnyilalainanesidadiile”
atuit 2 i manesussarsnsénauamdumsdavimide 1ﬁﬁL§awﬂﬁﬂiaUﬂqu
fansitadeuarnisinuanzunandeusiag fioranuldlugvaslsalafinang
ﬁ?ﬁa%Lﬁﬂﬁ’QLﬁﬂLLawﬂ%@' napnaukuIvslun1sAIvandesiuln Tnamsdnis
AUBIUsENe U wmd thivenmans wastinnadianiswnmg Hideavgy
Mawﬁmﬂfuﬂ LﬂuﬁﬁmﬁﬁwaxLSEJ@Lﬁ"&nf’fuLf‘jwﬂumiazﬁﬁa%uu’]LLasmmaq
vssusnsldeiulsusademlidunmadienty deuflasilugnisiah
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UszrAlaenunsund unmdmaladininen uazgRunmdiiAeidesiunsquaring
Tsalafinaisndadifle Gaagsruiuinnsanseasiden mnugnies wazananduly
lunsthuuamsheg fusmnglunddeatudludumdunsufofvesmmd
wazfifendowialy Bniadldsunsatuayunnuganyulasanmsuminendyide
WisRveauninedeuiinawasyuatuayunTIdeRauILazIfInssy aald
139713 “yuiinidewnuin” ddnnuimuingimansuazmalulaguie



nnsTitadelsalainnsdadidedlufomyailedomaiosUifing

sUnvovlsnlaRns1aaEIdel

sraadidedulselainaaficnevenniesiiugnssukuy autosomal recessive
val & A v A a do | a o a val & A U A a
Anulsmavildusdadideisuminieniu (locus) 2 8u giiunveasiidusidatiile
= a 1 = v a a o =) % a =1 v Yy
wazduunfegnaay 1 Bu navessaaddlevilnlifinsaineenslnadu viseaalatiouas
Tneinluazduunlsalafinansaafidenwutosnuvinvesats o wag B Inadu
ogail

O thalassemia

1. Hb Bart’s hydrops fetalis #39 homozygous a-thal 1 fidnuwazyesdu
(genotype) tTu a-thal 1/a-thal 1 vselewdu —/- Wulsaladinansdadidle
a A vy A Aa & ¢ A o A I '
juussngn fihasidetinnawsegluassiviendinaen Jyyminuluussening
mansss Ao Anudulaiings vl uwazassdluiiy

2. Hb H disease inuuaedl genotype 2 wiialvig)q Ao o-thal 1/or-thal 2
%38 -/-a g a-thal 1/Hb CS vive /o o gthedulvgjiiensdesiialiunans
o 91n13%n wides nuduihuladiniles uidhildas axfinnizdnategnasiaga

[ thalassemia

1. B thalassemia major %38 homozygous B thalassemia disease
dndlvgifl genotype Hu BY/B° fihoEnienmsTnnelueny 2 U ermnsdus fwuld
o it hailn sulassasndlumhuUAey (thalassemia face) swsdaydulalaiasiony vn
lalgsuidenaziionnis@iauin uaziloauiman
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2. P thalasemia/Hb E disease il genotype \{u B/B %50 B*/B° 01113
neaddnnuld 3 wuuldnn eanssunssnn diunans waztey

SMUADIUSUIISY (Clinical severity)

omsmenainvedselainnondadidewnnseiumnn ausdaandudu
foslasuidonduusedn (transfusion dependent) audslifonsnioduning
Fefufautsnduauszduanuguussldidy anuguusann (severe) Yrunang
(moderate) AuFuKIIUDE (Mild) waglifiannis (asymptomatic) Inetadelunis
wUsnguUsEneausme 91n139n19ealn (clinical) seRuAnududuresdentunmisund
(steady-state hemoglobin level) tazatinvodlsn winensonnzdlulnadulinung
(thalassemia type) #ssn3137i 5

mautsndulselafinanasdafidonuanusuusmedsa luedeiald
dermuanisnaueunssawl il
1. Thalassemia major (Transfusion-dependent thalassemia : TDT)
vinede Tsalungusidadiflefifuasionnissuusain fe1nnsda
semineeny 6-24 ey Jeddudediiden itaeldsuidondulsed (regular
transfusion) lngsnwszAudlulnadulviegsening 9.5-10.5 ¢/dl auiuliendu
smanegadawe frawannad@inogldinnnd 40 U fihelundut Téun
homozygous B thalassemia (B%/B°) wazu1sdiuwee B thalassemia/Hb E (B
BY) waz Hb Bart’s hydrops fetalis fisendin
2. Thalassemia intermedia (Non-transfusion-dependent thalassemia :
NTDT)
vaneds flefifonsyuusaosuasuusunans dallvgaz iy
msifedeilefionysewing 2-6 ¥ omsTnazlaiunn lnefiszdvmnududuresdon
Tunmsuniivsvana 7-10 o/dUidletinngnsindeasvinlidnas onalasuidendu
w9n¥a (occasional transfusion) ﬁﬁa‘c’iw‘uaﬂﬂﬂaﬂiuﬂduﬁ louA B thalassemia
intermedia (B%/B* #isa B/BY), P thalassemia/Hb E (B%/BF 3o B7/P5) ueee,
uaz Hb H disease NMSUUATEAUAMTUISIANNNTAUARIFIFUT 1

10
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M19197 5 LanesEAuANTULsIvedlsalainesdadiile Inewiainguanueinis

N9PANN FTAUANUILTUYB L ADALALTNAYadlsAlaRnaas1aaT e

> STAUANTUTY -
3ZAU e - YAV
Auguge | O Raun S Tsala#inang s1aadile
" Tunnazund
Severe - %ﬂmtﬂua’lq 27U Hb <7 g/dl Homozygous B thalassemia
- Wsudenndiusn (BY/B° waz BB ve518),
noweny 4 U [°-thalassemia /Hb E (B )
- 5ﬂwﬁndauqq UNTY
sndunesi Hb Bart’s hydrops fetalis
- wthadey fisonTin
- dhalpann Non-deletional Hb H U518
Hb H (/-a %38 —/a” o)
UNTIWY
Moderate Fandes fiuln Hb >7 - 9 ¢/dl Homozygous [ thalassemia
il (BB v1e3s,
[°-thalassemia /Hb E (3%/f°)
VNI
Mild Fn dhaladnides Hb >9 g/dl Homozygous [3 thalassemia
B/B"

B*-thalassemia /Hb E (B*/f°)
Hb H (—/-a. ¥38 /0 @)
Asymptomatic lifienanuedin seaudlulnadu  Thalassemia trait, Hb E trait,
uazliifion Uni Homozygous Hb E (B7/")
Julsa

11
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UM 1 uansnisudsnusunsdlaglissduanududureufonlunnizuni

14

13

12 normal

O-thai 2

11

10 Hb E trait mild

Baseline Hb level (g/dL
©
=|

St
q V
o |
- |

Q
+
5
Q
-

nuomomsatodelsnlarmnosiaasiidel

fthefiasdeindulselainnsdatidoasionnsmanatngdsnanndieiu
wavilnansnsanidendall

1. n1sns13Ldem (complete blood count, CBC) Wua1dn A%l
Wiadeauns (MCV, MCH) Sasniung indeaunsuuaiiosidoniidnvazfndans
(hypochromia) au1eudn (microcytosis) waggUsRAUNG (poikilocytosis)

2. M»523 Hb Hinclusion body lagn1s incubate Windonuasmeddou
brilliant cresyl blue w3 new methylene blue aziuduganznaunsyaneegiu
dndenuns viidudadenunfidnvaeaiegnned Tinauaniulse Ho H disease

3. msnT1aviiavesdlulnadu (Hb typing, hemoglobin analysis) s
A5 (definite diagnosis) e uunufinvedlsalafinnnisdadidowarlulnadu
Anunfliuiueu (5197 6 wae 7) wmdamsdwmnasiavesdlilnaduneuliden
adausnvidoednation 3 Weundsnlfidenadsaavinaiiionsutanatignifes

12
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A15199 6 LARINSRSITRAFLLINatuUNALAY o thalassemia

o ANuRAUNRvaLEY | MCV | MCH | wanisastasiinvesdlulnady
ANViTealsA .
(genotype) (fL) | (pG) (Hb typing)

audnd (flva) ao/ow) (B/B) 80-100 27-34 Hb AA (A =2.5-3.5%)

(

Hb Bart’s hydrops ~ (--/--) 9618 2612 Hb Bart’s >80%
Hb H disease (/-0 <80 <27 HbAAH %39 Hb AA Bart’s H
Hb H with Hb CS  (/a"a) <80 <27 HbCSAAHMW®

Hb CS AZA Bart’s H
Hornozygous Hb CS (0~ a/a o) <80 <27 HbCSAABart’s
Hb CS trait (0“a/aa) <80 or <27 or Hb CSAA

normal normal

o-thal 1 trait (/o) <80 <27 HbAA(A <3.5%)
o-thal 2 trait (-a/on) >80 >27 HbAA(A <3.5%)

* Weswuiveadlulnatuurazfiniuandlumafingrasmeds HPLC

A15197 7 uasamsnTavinslulnatulu B thalassemia way o & P thalassemia

interaction
(genotype) (fL) | (pG) (Hb typing)

B thalassemia (B/B%, (BB, <27 Hb AF or Hb A FA
disease (B/B")
B thalassemia/Hb E - (B%/B) or (B*/B°) <80 <27 Hb EF or Hb EFA
Homozysgous Hb E (B7p°) <80 <27 Hb EE (HbE >80%, Hb F <5%)
Hb E trait (B/B) <80 or <27 or Hb EA (E=25-35%)

normal normal
B thalassemia trait (B”/PB) or (B/B) <80 <27 HbAA(A>3.5%)
Hb AE Bart's disease (--/-a) (B%/B) <80 or <27 or Hb AE Bart's

normal normal
Hb CS AE Bart's (/0 “a) (B/B) <80 <27 Hb CS AE Bart's
Hb EF Bart's (/o) (BT/B") or <80 <27 HbEF Bart’s

(/-o0) (B%/BF)
* Weswuivesdlulnaduurazvfiniuandlumsafingrasmeds HPLC
13
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nuoMmuMsdtodeunhuovlsalarnwsidasiena:sIulnatu@nun

NIRTIANTOININE (screening test) vadlsaladinasonaadidonazdlulnadu
RaUNR ﬁa;mﬂismﬁl,ﬁaﬁum@ﬁL‘T;Ju‘wmmm B thalassemia, a-thal 1 tag Hb E
iieruguuazdasiulsativane 3 Tsa léun homozygous P thalassemia,
B thalassemia/Hb E waz Hb Bart’s hydrops fetalis 81laNauIn21nn1905139n594
#B11IN"13915798UEY (confirmation test) lne3Bunsgusioly

msmsoonsovwrlsalarnowsdaside AlBTudoouuil 4 381ANN

1. svildiadanuas (red cell indices) Usznaume MCV (mean cell
volume) wag MCH (mean cell hemoglobin) uiiléannisnsiaialnewdos
nswidadonsnlud® luglvair MCV <80 fL uaswse MCH <27 pg wulumwiny
209 B thalassemia 138 o thalassemai 1 dwsuludinidosanandmaladin
Ingumndnetu fulfidunmelsalafinassdadidle wdadeidadonuns
Mt 2 whwesAdsauusnsgiu (-2 SD) mMuas1sii 8

2. mnagauanulTzveulniaaunsrliniaaniien (one tube
osmotic fragility #se OF) lneidinidenunsuasnuunfazunnvan s1unaduau
(negative) luthindemnudadu 0.36% winmzvadsalaiinasondadiloaslsiunn
(41) SrumaLduuan (positive) Mnadeuillfuauanluningves B thalassemia
v3o or-thal 1 WesfiRnislafifinignsa MCV/MCH wélsisidusioswnsan OF

3. msnadaudlulnatuliiaesinenisanaznaunie Adladn [(dichlo-
rophenolindophenol (DCIP) precipitation test] & DCIP vihlviluanavesdlulnadu
filsiiafios (unstable hemoglobin) WRaAnsaaefkazaAnAznaundelikauIn
(positive) Wulunsalues Hb E trait, homozygous Hb E @iuluauunfazlinaau
(negative)

4. msaansasvzdlalnadu 8 dae35 Slulnatiu 8 ansu (Hb E screen)
HW&nN1395I9wUY microcolumn chromatography TilddmsuTAUSne Hb A,
TnnsmsenAaautl (anion exchange medium) @11saAnnTes Hb E trait, B
thalassemia/Hb E disease tag homozygous Hb E ﬁﬂ'ﬂmmhLLasmmﬁﬁ’ﬂL‘WWQﬁ
dlewieuiu DCIP test

14
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A998 uansAlady (mean) warddullequuuInsgIu (-2 SD) ves Hb,
Het wag MCV luengsinan*

Hb (g/dl) Hct (%) MCV (fL)
21y (V)
Mean (-2 SD) Mean (-2 SD) Mean (-2 SD)

0.5-1. 12.5(11.0) 37 (33) 77 (70)
2-4 12.5(11.0) 38 (34) 79 (73)
5-7 13.0(11.5) 39 (35) 81 (75)
8-11 13.5(12.0) 40 (36) 83 (76)

12-14
N 13.5(12.0) 41 (36) 85 (78)
%18 14.0 (12.5) 43 (37) 84 (77)
15-17
N 14.0 (12.0) 41 (36) 87 (79)
Y18 15.0 (13.0) 46 (38) 86 (78)

18-49
N 14.0 (12.0) 42 (37) 90 (80)
%18 16.0 (14.0) 47 (40) 90 (80)

* ﬁuwa\‘i‘ﬁaga Brugnara C, Oski FA, Nathan DG. Diagnostic Approach to the Anemic Patient.
In: Orkin SH, Nathan DG, Ginsburg D, Look AT, Fisher DE, Lux SE, eds. Nathan and Oski's
Hematology of Infancy and Childhood.7 ed. Philadelphia, PA: Saunders Elsevier; 2009.
p. 456-66.
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MsmMsoEiucUlsAlaRMOINSIFABITE aIN1SHTIINTDIANAUINANTIVE U

(9

il
1. Hemoglobin typing @unsalin1sitdadeninzass B thalassemia
lsalanasndadidoviineneg uasglulnaduiinUnfudasainle Jagduiinismsam
Jiasgsivmeiiadlulnadudioindosdnlud® Wy High performance liquid
chromatography (HPLC), Low pressure liquid chromatography (LPLC) ey
Capillary electrophoresis (CE) @sanansalsinnsidads
1) e B thalassemia lngn15n5993nUsana Ho A asild1 Hb
A, >3.5% é\ljﬁLfJuwwz B thalassemia 9199wz o thalassemia
$2ue Faagdomsndulaen1snsia DNA
2)  #lulnaduaund lewn Hb E trait, homozygous Hb E, Hb CS
trait, homozygous Hb CS sy ﬁjﬁLﬂu Hb E trait way
homozygous Hb E 813w g o thalassemia S9uA3Y Feo
A9nT198UlABN1TATI DNA
3) lsalafina1e518a@ide lawn Hb H disease, B thalassemia/
Hb E 1usu
2. PCR (polymerase chain reaction) for a-thal 1 Wag a-thal 2 N3
ATININLYDS oL thalassemia 1A8N15MTI93AT129 Gap PCR TuAulnewy a-thal
1 %in Southeast Asian (%) uaz Thai (™) deletion @ a-thal 2 wusiain
3.7 kb (-o*") waz 4.2 kb (-a*?) deletion
nInTInIesdmsuItaduneveslsalainassdatiowazdiulnadu
RAnund anansavhifutumeus1dld OF waz DCIP wis MCV/MCH wag DCIP 91
Tnoehanils Tuagiuammmouvesiesufifmslunsaslsmena ilefinnsan
mimamﬁmauﬁqLLamﬁuLLmuqﬁﬁ 1
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msmsovlussuonyuiusmansitodtodalsnlarnmosidasie

UTEAIAYDININTIRLUSEAUBUSAEAR S1TaN 50 733 lusERUBU (DNA)
~ v ¢ X Ao g va a U oA a Ay o So &
ienNsnateiug (mutation) MvilvAslselafina s da@iile dveusdnal
1. mInsadiediadenive a-thal 1 Tugausaviondgeisnssduwazand
A o i P ' a 13 U N a a s
LwaﬂmuﬂqamamLammami%u‘qmL‘Uuiﬁﬂﬁwaaﬁmmmum Hb Bart’s hydrops
fetalis 928735 PCR 11 11391 Gap-PCR @alluiiunngiun1snsaa large deletion
TnemilUagnsiam a-thal 1 gessdafiisnsnululsevalve fe viln Southeast
Asian deletion waz THAI deletion
2. memmadiieidadensniuasiuesdausanidesasiiunslulsaladina
saadidleviin Hb Bart’s hydrops fetalis #aun199529 DNA 9ndutilosn Wias
iolaenINasdzAeveImITn lagldis Gap-PCR wiuReniude 1
3. mMInsiaiieuenyinvresnisnaleiugues B thalassemia lugausa
- a & s aa g i A A ' ~ &, a U A A
anglanansikaraniinludausanidesenisaziynsidulalainiesdatide
¥iln homozygous B thalassemia Wwaz B thalassemia/Hb E disease tiioagld
n3urianisnateiuiienaatenenlugnisnlunssd Famsi9638 PCR-based
method lauaneis wu nsldivaila amplification refractory mutational system
(ARMS-PCR), reverse dot-blot hybridization, PCR and high resolution melting
(HRM) analysis dwsunisnatesiugetin point mutation waznislénatia Gap-PCR
0 Y] . P v ed & .
d1m3U large deletion wagtosnnsnangwugiuanues B thalassemia
Tudsemelvesivaresiin mansialuissljuinmsaulvednaseurquiieanisnane
Wugvlininuldves nsdinasdedndunisnaneiudviainulivesuwaznisngis
Limseungy Wensiamuunfuadtlinsvsiiavasnisnateiug dndudemsim
| Y aa . = o w a v a PR v
#877835 DNA sequencing Ba.lunisasradsuiualuguiuilnatuvesUioudd
iniguduasuLuaUnf
A aa o s i A = I3 a
4. msaieddademnluasiivedausandeviunsitilsalaingn
s1aadifleviin homozygous B thalassemia wag B thalassemia/Hb E 1unns
a & 2 & Y o A A a 1%
ATIALDULDIINTULLDIN UIATINIDLADANEIUALAOUDINIITN §Ie PCR-based
method Wulheniute 3 giavasnisnateiugvedlsalafinaiesidadilowas
SulnatuRaundnnulaueglulszmalneuansluuminised 3 wag 4
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UWHUAEN 1 Uansdunaun1snsIansearnsnTRdududmiuiiadenmevedsa
laiinan sndadideuazalulnatuiinuni

Naﬂ’]imi’]ﬂﬁ’ﬂﬂiaﬂlﬂu % mamimswﬁmﬂiawﬂu -/ + 930 + /- ¥i30 + / +J
Non-thalassemia or 7323 Hb typing*
Non-clinical significant thalassemia Ine/35 HPLC/LPLC/CE
AA AA EA EA EA
(Hb A, < 3.5%) (Hb A, > 3.5%) (Hb E 25-35%) (Hb E < 25%) (Hb E= 80%)
Suspected B thalassemia trait Hb E trait Suspected Hb E trait  Homozygous Hb E
o thalassemia trait.  with or without** with or without with or without
o thalassemia trait o thalassemia o thalassemia

l ;

PCR for Thalassemia disease
a thalassemia 1 - o Thalassemia : AZA Bart’s H, CS AZA Bart’s H
— ’
- B thalassemia : AZF, EF, AZFA, EFA

- af thalassemia : EA Bart’s, CS EA Bart’s

- Others : EF Bart’s, CS EF Bart’s )

o oy a e am oy s - aa 1o 3
faudasangiientsiosufifinsnsvitadvsndadideuasUsinauslulnaduliaund. 2 ed. wunys: usdn
nifauia S1rim; 2552. p.23.

y y y
e MIulara -/~ NMsnTansedtiinaay, -/+ minsansedlinaaunazuan, +/- Minsransedli
HAUINWAZAY, +/+N150 TN T0liRaUINTIMLA
* Wesdudvesdlulnaluusazeieiuanduinuniiinsiadeds HPLC/LPLC
“ USnas Ho A, asuenfiuu3unas Hb E nsaalee3s CE dsdunmsitadelaglfinasinnunisied 6, 7
uaziugff 1 Sududeniten Hb A snsauifuen Hb E #¥ald Tunsaliinsralaes CE
o nygitasdoingausadu a-thal 1 A3m539 PCR for arthal 1 lugfidu o thalassemia trait
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nslidenunfihelsalafinansidadidefiauszasd fe nslidadenuns

naunilungiigineilafinnns Sliluviinauasmmifunessannsaduds
mia%"mLﬁmﬁamwﬁﬁmﬂﬂamméﬂw (suppression of erythropoiesis) vl
Tunszuaidenilusidaidenunsunfivesuiang dwmalienamiosmdeFess
AAnanlafinansanas Aagunm@iaia ludnfinsiedyduls (growth and
development) iuund shsilailovdoguas Lifimsdsuudamesnsgnlnsiams
Tumih@aiaanlunszgmiausmniinunduasdaesiunizunsndeudus wu anz
Anudunaenidenwadlulengs

otndlsfinunsliidonenaiinadhafeafntuldaneusenis du maAeld
(febrile transfusion reaction) NslldanvaeyinliAngiidunusowouRIIY
vaneszuvvesdindenuas unalvideniidniuldenn mslésu doaidniulails
WnlAAadaEenunsuan (hemolytic transfusion reaction) nsiinlsafinide
HuM9n15LERRA (transfusion-transmitted infection) Wagn1siingifuniusie
human leukocyte antigen (HLA alloimmunization) t{ufu MINNUALINTFIU
youdoniignUsrasdifieannsiinamsunsndouwmand uenanimslideatos
TuszezemazyiliAnamzmaniiu (ron overload) Jsenasedisndumansaulusme
dniideued

Aeunislildenluszave fuieaislasunstudunsidadeuazdun
viiavaslsalafinassndadiflalaounmddideivig lsmeuiagusuiddngnm
lunisbidennuuinsgiuanuisaiiidoauwniUlsld lneguasnwisiuiuunme
Afmymuenumanzay
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1 wwmemshideauwngUied 2 wwine e

11 mslideniftedudinisasiadadenuns (regular transfusion)
mslilugvaslsalafinanssndadifoguuss vievdafianiden (Transfusion
dependent thalassemia : TDT) A homozygous P thalassemia, B thalassemia/
Hb E wfiagulss wag Hb Bart’s hydrops fetalis fisoatingasjavaneiio¥nuien
glulnatuvesthelvgnin 9.5-10.5 g/dl aaennan uaghiliiu 14 ¢/dl Inglv
packed red cell (PRC) wunn 10-15 mUvkg (1-2 gllaluglve)) wn 2-6 dUavi virlw
fefiaunm@indd msesyivlaung leeangfihedn ddnslideauu
regular transfusion fastuumImieytedsme LAY ARERTavEIUNIE

12 nslfidennmarusudu (uafins (on-demand or
occasional transfusion) mslilugUaelsalainansndadidloguusaliunats 3e
yilaldfianden (Non-transfusion dependent thalassemia : NTDT) u Hb H
disease uay [ thalassemia/Hb E wilalsiguuse Weflon1sdnasnindy (acute
hemolysis) %dﬂﬂgﬂﬂizé’umﬂmﬁmﬁa (infections exacerbating anemia)
asjavne Ae Snuilsflviaslalnatuveatfiesng 7 /d Tnglsi packed red cell
(PRO) 4wn 10-15 ml/kg (1-2 gilwluglne)) uagmnsaafaniuyn 4-12 §av

1.3 nmsinsaniidealuaaumsaiies Inswwnglufthelsalasinans
518 devieiildfisniden (non-transfusion dependent thalassemia : NTDT)
Tnetousddmiumsfionsunlvidenlufinenduildagudamsedi o
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M13197 9 Feusdlumslidesluginelsalafinaesdadidlesilailifiaonden

(Non-transfusion dependent thalassemia : NTDT)

- NMssAulaRnUNG wIRaINNIEEA (poor growth & development
secondary to anemia)

- fiwavnn1snaLlunved extra medullary hematopoietic mass

- fAnuRaUnF dngUreinszan (emergence of bone deformities)

- fanudsaentaiinduidengnaiiu (tendency to thrombosis)

~ flunaiinndess (presence of leg ulcers)

- dhaleunnuaznailen (splenic enlargement)

- msansss (pregnancy)

~ finsinde (infection) Ueee

- fillyymsnuiiala (cardiovascular disease) visaiinAuiuidenlulangs

(pulmonary hypertension)

2. nsliiden

2.1 mslidenliadaay 10-15 muke lumasiiu 2 giin (uglug)
TupsTifertu fiedostumsiin hypertension convulsion cerebral hemorrhage
syndrome

2.2 miﬁﬁmmﬂﬁ&l’nﬁ&ﬁ&méﬁ?a (premedication) #ie acetaminophen,
chlorpheniramine wazendudaans Aevliden luflhefiiiuseialianmslasy
\don (febrile non-hemolytic transfusion reaction) #®l@3u chlorpheniramine
uay acetaminophen naulldon

23 fiheiidgmmsvhauvesinla mslhidenndasdos i
5 ml/kg @1alinn 24-48 wul. lusnstiesndn 2 mikg/nr Wendudaaniznounay
n3d YR IUTNRENSINATA
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3. WINIIUTEIHERSUeIGoR

3.1 gusanadiennislasunisAnifontarnTiadanselseiRaunm
woghed msdufuinafiediaslalaglintdmeuuny Wesmnguinamaitiags
anudsrelsnfinideficnenenanmadons

32 wAnSusidenfernunisnmadansasnsinidetidevesmaden
Tnedadlasun1snssaeunaiesluiinisauunsgiutazuleutsuinisiadin
W@ w.a. 2553 ilenmamnsinideiinadersnslésudeanniin 1un 436a
wyled hifadudniaud warhiadudniaud fe3salslag dwiuierled bhfadiu
sniaud waghiasusniau? Wifiunsnsaases nucleic acid amplification test
(NAT) 9128

33 winfusiidendoudinnsfiuainguinadesldsunisouds
(transportation) mstuwenidudnuszneulaiinwanivinm (storage) Tuqmmﬁ
fnnzanveswandnsilafinusazvin aunseisianarfiazliunfiae nande
ranfaedadenunidgamgiluseninanisuues 1-10°C waraamgiiiuinw 1-6°C
A1UN1M551U blood cold chain wagnIAUdAUle (compatibility testing)
MNLIRTTIUTIANSIHOAkAZIUUINS LA TN

3.4 PRC lagliundthomsiumsandninudindenynas iledesiu
Ae febrile transfusion reaction 9e199L938aTng

3.4.1 Bdudadonsmeen (leukocyte-poor packed red cell,
LP-PRC) snansidenlulsmenunasydudminiifiniestuuendulsgnouroudon
mswannswEeukAn uidonsiatld uaraninsovedninumauinislation 1§
3.4.2 Fonseadfiaidenyesn (leukocyte-depleted packed

red cell, LD-PRC) fisnAunaninusanunsoandiuiudindanyilvividetssnin
Jensaloriumafingidumudedindenym (HLA) uasgRumusieindedon
#sne daduftsfifiunuazldfunsinudensgnaislunszgnaslésudu
LD-PRC miniaﬂLﬁmLﬁamnmmiaﬂiaﬂé’&y’qLwiﬂ'aumilﬁﬂu@% (pre-storage
filtration) n3ensesiisurmsideanewiluliigag (pre-transfusion filtration)
dmiunsnsesvarlidenungiie (bedside filtration) laiuwugtlily insgvinl
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a

\An hypotension Faduanvunsndeulaluuiesie lnsangilledsuidenvse

Y
1%

HU3A1AATULT angiotensin-converting enzyme (ACE) inhibitor Lilasa1n7a)

Y
Y £

fN3eanseeU bradykinin/kininogen system vilvilseAuvas bradykinin ludan

a97unI1UnANIN AMsnTeeReLsnauAvanunsadesiun1snas cytokine 310

U
@ A

dindenunlundnduaidosvaeiiv Fsiostunisiia febrile transfusion reaction
1¢ian uazdsausamuauannwlunmsandwaudindesunldffian wansdus
Fonvdainsdmiaanunsnveniuniavinislafiaudisnd dmdulunsanng
voldfguduinslafinuvians

3.5 sl PRC fiongtiosiian flifuarddudodiidon msfinnsan
1% PRC flonglaiiiiu 14 3u

36 neuliidenndusn MInTIAvLiienyUae (antigen typing) i
Tomanunoudvedlavosluaulneg 14un C, ¢, E, e way Mi* iieidon PRC 7

e 20 F

sidonwanidnAuliinly iatiunstestuniafnueuiuefroueufinumand
Faorvilimidendidniuldenn dndululdmsasnssuudug dewindivils wu
Kidd, Duffy, Kell, MNS, Lewis uag P Lﬁaﬂiﬂa‘u‘ﬂum%ﬁﬁ antibody identification
ledl alloantibody 1inTuniends

3.7 lun1s¥ crossmatch anﬂ%ﬂﬁaﬂmm antibody screening
$adne Tunsdifinsramuinfueufveffesasiuiinly uasnnedeiiaslidentiae
Fodlvidonilifueufnusiinfeafuloufiveriinensianuiane wiluaded
szamalinuueufvedtundfiniy il Wetesiune delayed hemolytic
transfusion reaction usliaansansamueuiauvesdoniiorlsils rléiden
fifiuansvin crossmatch iWuauingithe Tnsamglunsdfisuiuuarusuiu

3.8 gudululafinnsanden single donor PRC &dlé PRC wum
2 giln anguinanuAealagds apheresis insvinliannsaidenduianaid
wauaumsatuldinnnd Medansruuguineinlvianlenianisiadevodlse
frinusmnsladin wanfasidonviadannsoveldinguivinslafiouisni
nnNLMIUAS dmTusiidwinanunsadeuauLasinsievelainuavdiuUsenou
TadiannuiasiuaeuinisTading (@ananuandi 1)
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3.9 lunsdlftaeininnaunaz fnwisensugnanswadduiuie
Winiden limsuidesanguinaiidugaietesiu graft failure
1. msiwtheiifufiteannssuden (gaianuan msei 16)
tifonsiivaslrdenlimgamslideniuit Tadyanadn wWasuli
normal saline Wntden 191 acetaminophen Wag antihistamine 5’1%"1]’3837@1?1?3
suuswideldAtumsdesiindanig hemolytic transfusion reaction #3ansd
wunitisetueulunannusidon (bacterial contamination)
5. Q’ﬂw‘ﬁ'ﬁ alloantibody saweufiaunalsviln feswndenilyd
woufauiiusnly Tnsannsofnsoveidenainguduinslafinuand n1slaien

nagiAuiuldfivselewd eniugUaedil autoantibody Taumae

q
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Tufthelsalafinnsida@dendsmminiu aaslisuendusiamin die

A vo ) | o Y] < ' ° PN =
i3y regular transfusion Saufugtusmvanegvaiase lurwnineiies
a =3 a [ a aa Sda A
efisumaniiuliinn daanmdlnduasidinduen
anvnnismmanifulufthelsalainasidadide dulvgdnnden
7 Uawlesu (1 ml veadadenunsfisinndn 1.16 mg) uazduesiinainnis
ANTUSINANINEIMIINNELE aunsansiaseausmmaniusanieldlag
MInTIALdengsEAUmeIAY (serum ferritin) dune3Rugn sznelifianasne
' o 1 v o YV QU <@ I3 a 0% I3 ko VY
sooeeane I vilvisuuds iWuumvmu wasifinangidlane Wudu witae
Tsalafinsndadislenlisudenlimiaevievialifioniden (Non-transfusion
dependent thalassemia : NTDT) Aasnsaiinnnazaniiulsuazdinade
sogunwluszezedld Wunnaengielsalainendadidenlasuidenagns
adnane Jsauaslasunmsnsnavsslumansmdniiuduieiu

MSMSODUSIITUMMO:IRANIAU (iron overload monitoring)

msmsfauiinauvanlusreniefifuitinmsgu Idud nsnsauiua
wanludu (liver iron concentration, LIC) Imai%ﬁmjmﬁmﬁm?ia (liver biopsy)
widiosialunslimansufon iesnenafisunseaduldtudvasainnis
19127579 (invasive method) wazaitialseraaslaiugdug Weswnnsnszaes
vaundniavauluwadduensluastinane saudmnuldimunzaufidosing

naNee) ASI NABINSARAURAalUST Yz Jehlridedninlumsvinismsianing
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dm3uTBnsmsetun Mflunasglutlagdu feg 2 35 fe

1. msnraiaimaveiiuludon (serum feritin) 1HuAsATNNSl
aehaunsvany TnUSunauesauiinnnnin 1,000 ng/mL fandusunaundniiu
Tusamefisndudosiunissnw uissdumedfuludendsdauuususle
desnnssniaunienisiinde tiun h¥asushiau vidennamemdniuiiny
oslugtenguil dedunsemaiauinauediuludeniuiasdanuazain
TmSmazrUsenda uamedodiinninanimisazasiausunaunesiudussus
diethluliuszneumsmasumsinwasmanduiu drunsnsiaiasinman
1ugﬂLLuu§u‘] WU non-transferrin bound iron (NTBI) §3laifufisensuluneediin
\osndsiitoyaiatuayulsifivsme

2. ms¥alagldia3as Magnetic Resonance Imaging (MRI) 21emdnn1s
mevAUsBLMANlUTIMERDaUNLIIMEN aansaldnTiaeteizdiey 16 e
agmnlunslian uidiifldtusgiamzlulsaFouumnduiaia Inonadaitld
TumsUssiiumdnludeide Ao MRIT2* vido R2-MRI TaeFBuun Ferriscan Hlaqtiu
Wuwmedauesgulunisussdiunzmaniiulustozaslulasameiilaues
§u ndninarlunisudanadieil

A15197 10 wananisulananisuseiliumaniuilamenn T2*

AN T2* (Aad3ui) nAnsulanatazAuLdes

>20 Unf
10-20 Tmdnazaudrunaradaunn
<10 JUKS
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A15797 11 wananiswlananisuszilumanlusumean T2* se T2 (1/R2)

A MRI lasduuSunaumanlusu

SR AIUTUSS nsuUama
(un.wan/nSuinuinilofuwing)
<18 Un# laidae¥nw
1.87 Fmdn Wusesududwane

avautosfly VoINS

UJunang
7-15 Uunansds  diunnudessionsiiin
11N ANMTUNINYOU
>15 UL WuAULEYIR N1y

WNSNYFIUNIIII LAY
a aa v
adeTInle

douoBlumsirendusinaniudUoelisnlarmoosiaasItestnmouniZon
(Transfusion dependent thalassemia) Jolndontomn 4 do

1. sgaudsumesau (serum ferritin) gendn 1,000 ng/ml ¥m 2 s vty
o8 URe 1-3 LAy

2. izé’umqméﬂiuﬁu (Liver iron concentration, LIC) MNMSLTUe
ATIRONITV MRI (T2%) >7 me imdn/nsuthminiiefuus

3. Tufftheiildsudenitulsysrogaineme mnnd 19

4. ¢ PRC wudauszanm 10-20 ads

MSSNNDEIENTUSINIAAN
1. erdusmmanyinde
WugdusmmaniiiussavinmAnasrouinaendelifusnuiuainsa
Tdlluiinian fie 81 desferrioxamine (Desferal®DFO) Tluwunn 20-60 mg/kg/day
(udinuugiifivnn 20-40 me/ke/day) 1w 57 Sw/duai vimsenlaenisan
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whitu SesdndlgRmdaglfirsestieiiaen (nfusion purnp) 419 Tuay 8-12 $2la
famuguanmstusamaninefiamugseaumeimiluden vn 23 Weu Usuvunmen
AUAIULNN A

N3l desferrioxamine WUU continuous intravenous %38 subcutaneous
infusion ﬁ%@ﬁﬂ%ﬁa

1. I;:\JI"L'J’JEJﬁ cardiac problems 311 iron overload 1au cardiac dysrhythmias
finsanasasnisinauinlaesalsde (left ventricular ejection fraction, LVEF)
LVEF Weosnitsovas 56

2. QﬂwﬁﬁﬁsﬁuLW@%ausluLﬁamqwm

3. Qﬂaaﬁﬁﬂ?mmmﬁﬂiuﬁu >15 me/nSuthminiiesuus

4. fihefmasunsiinsss vioweugndewadiuiidadagon

melden desferrioxamine vu19 50-60 me/kg/day Ansmeoiuduian
24 $3lua WHunaan 5-6 Jwduai Taelviendu continuous intravenous infusion
W38 subcutaneous infusion 12-24 31413 14 infusion pump

2. erdusramanyiauuszniu Tullagiull 2 ¥ila fe deferiprone
(L1) wag deferasirox

2.1 Deferiprone (L1 %38 DFP) l¢5uaygalildlunivglsuilu

second line monotherapy ﬁm%ﬁﬁlﬂmmmﬁf desferrioxamine 16 Tusnsuseine
augwlilfiamglugiiverguinnit 10 U ludsemalneaylaulildlugviveny
6 Vuluitannsasuussmuednld vwmenildie 50-100 me/ke/day wudli
Fuazedraey 3 nan ndwideniensns neftheilituidesahiaemslésy
&1 deferiprone (L1) fivunaBusiu 75 me/ke/day uarlingan CBC agasiniaue
nn 1-2 damiluyie 3 ouwsnuarseluiiouazade iensitesenatnudod
degy loun Lﬁmﬁammaﬁmﬂwqw,m (agranulocytosis) lneidfinidenv1ivila
neutrophil g3 <500/mm’ wagifiadonumiin (neutropenia) lneiindenynvia
neutrophil a¥i5 <1,500/mm? Amizunsndeuse1adunesen deferiprone s Aduld

2R Unte NMsvnauwasiuRaun® wazseaursuleTlusiuiiiudu (transaminitis)
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Wudy Srilanzunsndeudenanilianenas eniunsdlll agranulocytosis %38
severe transaminitis ({5¢AU ALT @4n31 5 Wivesddni) Arssanisldendsnan
aaenll annsnwilulszimealneg nuiguaedinildiudenstisasiiame
Uszanafesar 45 avmevaussitumsliteidanaidusifies uwimngtaesele
fifinnsanaswesszdudsumesiutiosninfesar 30 nelu 6 ou fuaenguil
a¢lineuaussiluszer 1 U wailanudnduilazdeddondasiuse

2.2 Deferasirox (DFX) Wuentumanulindudsemuiifdeusld dwmiu
mssnwnMrsMEniAuEest iWestnmsliuden (transfusional hemosiderosis)
Tuifthefidudlvauazifin (@gannnindenindu 2 U) Wimselasnsazaneen
deferasirox ludndan thdu wiothueuila luvuin 20-40 me/ke/day Suay
1 adsriouens 30 wifl Aududszsyniuindety deiluinedidiaelasy
JuegifuUsinudentifihelFsuuarssauveameiuludonuosiing o deferasirox
fomsihafssazennmaunsndoutios WA fufamiuuulaisuus aduld ondeu
fonds wultsiuludaany uazdninfiutuvessedu creatinine lunuy
non-progressive sy mnilnmzunsndeuliangamievgaelsidinsm wind
amglanemisianisldendang s

3. mslderdumanyiadasiuiunisliersuuseniu (combination
therapy)

Tunsalildedavesfuesaeudilailing msfiorsanliosmiu
BeawrhlssvAvsnmlumstuminitu Seetuusthiamenslden desferioxamine
AadnldRomTs Yuaz 8-12 93lua Turwm 20-80 me/ke/day $1uau 2-6 Suseduani
52U deferiprone Tuwwn 75-100 mg/kg/day
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A15197 12 N139TIanaiesufuinisiefinaiudseansan (efficacy) wag

anuUaensievesiieilisueduman (safety monitoring)

NIATIINN
4 a wva
naIUHUANIT

Desferrioxamine
(DFO)

Deferasirox
(DFX)

Deferiprone
(DFP)

FIUIUE DA b
p5TudIndenY

F5uwashiu
ANNSYauadle
Proteinuria
ANNITVINIUYDIGU
19Ny AST way

ALT

ANUUNFYRINTT
Lpudiuskarnsiay

30

o = o a A Yo vy & v
‘UuwﬂmmmaaﬂwlﬂwhLﬂumau”al,aua

ATIAYNN 3-6 Lo
ATIN 1-3 Leu

ATIN 1-3 Leu

noulvien waz
aagituyne U

ATIAYNN 3-6 Lhiau
5199 2 ASe
AouBuen 9Nt
Fouazads
As19ReuazAds

ATINADUALASI

ATIANN 1-3 Whieu

foulvien was
asvagtuyng U

539N 1-2 dUnma
Tudag 3 Wweauusn
vdniaReua
Adnniiennisugng
YaBanizfinie
Susesnuunmd
LAZATIVAARN
RANGLEL
ATIANN 3-6 Loy
laififuugihann
LONEIANAUEN

laififuugihann
LONEIANNUEN
As19euazAYy
AITNRTMERE
1N Serum ALT
qqﬁuaﬂwimﬁaq
noulen uay
psra9lunng ¥



O)e¥
Clinical practice guidelines for diagnosis and management of thalassemia syndromes x"

ad 1% v a U N a a = A
LLN‘UQN‘W 2 LLaﬂQLLU'JVI"Nﬂ']iiﬂU']QU'Jﬂiiﬂiaﬂﬂf\]’mﬁqaﬁsﬂl’uEJGUUWWQW']La@ﬂ

(Transfusion dependent thalassemia : TDT)

fieiinouauassianisinu faglinauauasdaniainu
Wins$nwetaderes nefithmnelifsedt o USurunenaunseiiiieunngeaniivae
wiosAuludeatosndt 500 ng/ml wagfiansan annsanunsinl viavuneniililigagn
dJiurnaeanas ieannmzunsndou wimsia auenansiiuen
fnnuszauimeiiuludonag1dlnddn o Wagilldndumanuindu vie

o Combination Therapy (Deferoxamine + Deferiprone)
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Alhelsalafmanesrdadidevialifaniden munetefUiedliswluses

isunsdioidensgnaiaue Tasenafimudndudesiuidenluuisas wu
Tudheifimadnsss Smaduthefade dasnnasaseuaguiiihelundy B thalassemia
intermedia, B thalassemia/Hb E waz Hb H disease

msAnwiFesnniesnmanifulugias NTOT wuisnwdnasadlugiie
nauiliutunuorguesdihe nmsiisunmegadusimmnanaildunnfiaund
Tnenuingtheililléiunsivfivanzauaziinnnzunsndeu wu anelnsosdsn
(hypothyroidism) AMznTERnNIU (osteoporosis) LUIMIU (diabetes mellitus)
msasadindenunsuenlunsean (extramedullary hematopoiesis) wazi1lug
amzfunduazuziSeiula

IBUAUMSSNNDEIENIUIREN

Wosedudsumesiu >800 ng/mL waz/n3e szdusiaminlusu
< Y o & o o o A A . 7
>5 un wan/nfudmdnileduuis lnedagduiiiiiesn deferasirox Wity
niiYeyafnululuy randomized controlled trial lugUag NTDT Feauayud
deferasirox HUsslevtinileniemaeniugditae NTDT msinwiSeuiieunislden
Fumdninudtelsalafinaesdadidievialifonden dunguemunuieemaen
TugUhe NTOT Wusgegiia 52 dUami nudsgiusamanludenuasludu (LIC)
YoINguTIliTuen deferasirox anaseglitudAgy lnsedumanylindudslifideya
Tudnwauzainan laevuinen deferasirox Su7 10 mg/kg/day @mnsausuaua
g1leita 20 mg/kg/day d1msuen deferiprone Hfeyavnnisnuluussimnelneg
a ) . A < o Ao aa
lu open-label single arm trial Inglsifinduniuan Aanunsaanseaudsumesiu



Ole _ - o
‘X ILONMYMSIUDTEIAMSSNUISAIARNDSISABIE]

wazianludulawuiu nsfinzunsndaunvausuls dnsunisfnwluenie
desferrioxamine fidayadnin uareafidymisesnnusiuievesiUielunisine

noWUaonNelwoven (Safety monitoring)

FIUAZLBEANIUAITNN 3 safety monitoring

MsSSNUIMo:INSNBoU (Adverse event management)

Wudeniudeya 58391n1591ABILGE9INSUNINYBUYBNEN deferasirox
Twhdemsshwinnesamanifuieedumaniugliesiafionidon (transfusion

dependent thalassemia)

wHUndf 3 wmensShwideedumandmsudthelselainanssidadidesiin
laifiswidon Non-transfusion dependent thalassemia (NTDT)

l

Jauadlunslrendumdn
- szAUTTUIOIAU > 800 ng/ml
. . v Y o X
« syusmmanlusiy > 5 me/nsu thuiniilesuuis

l

Ra1sanlinssnemeeduwan J
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msUgnanewaasiufiliadalain (JuiSnsinwfiawsesnulsalaiin

esaddielinieuale waledannisnissnedileniainn1isunsndau
NNSSNwIarentinudsuiadetiale 39 ndusdedaniazdolivoud
TunsshwianedUislsalafinanesndadilleNilonnssuuseintu (++)

douoBlumsUanthensaaiurianiinlarniudUoslisnlarmoos1daBidel (++)

1. {Uhwiifiomsiauindausionglioondt 2 U

2. ffihoiifisziudlalnalutesni 7 /dl wazsdudedlituidonasiae
faustongtiosnd 4 ¥

fhelsalafinassndadidoviafiionnissuuse 1¥un §the homozygous B
thalassemia %30 B thalassemia major \ieunns1e §U3e B thalassemia/HbE
U8 N o thalassernia e ssuwsa 1§ §the homozygous athalassemia
fisendinudsanon {Uae Hb H/Pak Num Po fihenduiiililésudenaiiase

srfuminuardingwinIwnuIINIng L ninaeu dudhulaunn

o

wusonisadiuridnidnlafn
ﬂ'ﬁ%’ﬂwﬁ%ﬁé{aﬂ,%'waéﬁuﬁﬂLﬁmﬁmiaﬁmmﬂﬁgu (allogeneic HSCT) g
desdiffuinawadduiniaialafiniinzaude dnanisnsiadnvaeiugnssu
200dlAdonv1 (human leukocyte antigen; HLA) mdlaufiugUae W class |
(HLA-A, HLA-B) uae class Il (HLA-DR) Jaqtfumsnsaa HLA vildaziBununiu
#111950095799 class | (HLA-A, HLA-B, HLA-C) tlag class Il (HLA-DR, HLA-DP, HLA-DQ)
01 usaAuazy Uil HLA asatunatedunislontafiasuszaunadga

Tun1ssnwaginniu nsdadennsia HLA anunsaddlaniguduinisladinuvaud
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annaelnenazlsangruiafisuinisideniinanundey (sane1u1adsse,
15aNE1UIaTINEURA, Tssneunanseaangnal, lsamenuiaumsvunsde,
TsanenuaasaIuasuns, lsaneunadsuasuns) nedlianlgdneuseann 15,000 U
sy

Ausawadsuiidadeladsludihelsalanaesdadile wiseenliu

1. fineiduan@ging (elated donor) fusaaiiniign Ae Atlessaudan
asanfeafuiuiias Inefidesusazauiloniadl HLA aznssiuiihedosas 25
(HLA-matched sibling donor) wazmsithminglitiosninfesay 50 veatmin
fiftne Tnuugiiliduiunedl ()

2. ffunnitliliandgiag (unrelated donor) wngflelsififitosit HLA
nsaty orefisulfiadduiudasinlainangduillignd (HLA-matched
unrelated donor) (+/-) Iasdstaga HLA vesifihelufiguiuinisTafinusiend
anmnwailne iefuniuiaiaionaasil HLA nsafugithe (potential HLA-matched
unrelated donor) ‘Lummqwﬁﬁ‘lamaﬁ HLA 2gaseiiughewdios 1 Tu 25,000 &9
100,000 weituynesufjURaulvedng HLAﬁﬂa”waﬁ’uﬁ’muluﬂﬁzLwﬂiwaﬁaiugﬁﬂwﬂ
0By FemuidftheaulneannsovngiuioiailaliaAus HLA safuls Uszana
1Ty 2,000-3,000 518 (Toyaangutoyaves Thai stem cell donor registry
auduinislainuiennd anniyalne) lnelalideluiasiomiusaia unrelated
stem cell mn@uéﬁﬂ’]ﬁaﬁml,l,mﬂma annalneyseanas 200,000-300,000 U
dsuuineaulneg uidldieazganiidmiufuinamemigeasuanieiy
Tuusazysemaifuinnameadouly fgunaseshnuiunsmsiesgiamia
anansnsinAn s HLA leunsdu Tutlagtunissnwiuu HLA matched unrelated
HSCT Wnaftuninlueiin uiiasiesnsteyaiiufuinlikarlndifsstunssng
WUU matched related HSCT vi3eli neddlidnilumnsgrulunissnvgdiaelsn
Tafinanssndadiile ufumadenvildumsinuuasdaldansgainitnisugnane

wagsuiLiadinladinnuy related HSCT u7n
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P = v A o ' Y o a & a
LLN“{]&IW q LLUTV]'Nﬂ’]iW]iE]?JI’dU?E]LW@iUﬂ’ﬁUQﬂﬂ’]ﬂLsﬂaaG]Uﬂ’]Lu@leIﬁVim

v

o v v o 2 °
Shwsnenisiiidenuasdumanainee J

v

; -
WidSnwgunasesuasieidowiu J

lunsuananewadduiiiindialain
S

v

0 nunasasaulanisshwnagnis o
la v ey —

Yanarewadiuiidadinlaiin

oA vy Ay
dudenfihouariitos J
Waliredtu mn53a HLAY

v

wa HLA assny — afly ——
o
\J 17
dafiheuazgunaseandeusa HLA Shwremenisiilaen ]
DX v = —> o <& 5
vouisuaziitfeanuinm uazduwmanadiiaue

lsameuIaiansnsayinng
Ugnanewadsufudadeladinla”

(1) dudonnsaa HLA 167
- Auduinislafinuiend aninalne 5.02-263-9600 st 1300, 1310
- swimsiden lsmeu1afsny lsmeunanusud lsmeruansyumgndt lsameuiaumsuasideding
Tsmeuaamamaiuns lsmeansuesuns
2) Tsmenavesigiianansaihugnanewadsuindadalafinuuy Alogeneic HSCT dwmiuduaelsalafinana
ondaddle leud
1. aiwilafeinguazeadalad nadvinuisnveans lsame1u1adssy ns. 02-4195971-3
2. mhelaiinIneuazusddudin Madvnunsvmans lsane1uiasadud ns. 02-2011453, 02-2011495
3. wihelafeing) Melvusnvmans lsmeuiagmainsel s, 02-2564949
4. wihglafiningwarasise neanushnssy lsamervianssangunan s, 02-3547600 fo 94162-3,
02-3547827
- wihelafinineuazuzsdng) MadvnusemEns lsmeuiagwaiuasuns s, 074-451270
- awiviladindnen nedvnunshvans lsmeuassuaiuns s, 043-348382

o U

37



Ole . - _ o
‘x ILONMYMSIUDTEIAMSSNNISAlARNDSISABITE]

£

FusanawadsuindadeladndiduegeBafisvdesiunisnsiaden
weBuduihitlselafimadadifiouasdgunmudaussd Unenlsefnsemadon
917 lspdudniauanielisa lsanliduiuunnsas 184 (++) nvevedlsalaingg

Y 9

o a

v oA a < Y a &Y < a Y Y oa 1o & v <)
ﬁ’mﬁ"?]Lﬁ,JEJﬂ’]lﬂiﬂLUUQU?‘\]’WL%aGMUﬂWLUWLJJﬂIaMW‘lW Q'Uiﬁ]’]ﬂhﬁmmumaﬂmumﬂ

viewevAdefuiudUlsuasivaiden ABO uag Rh uansaiula

4
IhdoRvovsadAuriinidnlakin
uwidsiisnveamadsuiiinginlafinenssnanlunszgn (bone marrow stem
cell) idonilmzaniduidonsvesuinandsanldduenseduidiadonsn
(peripheral blood stem cell) w3aidenaeazfo (cord blood stem cell) 1ng
wiasweawadsuiuiafiliuniigaunanlunsegn Tunsdliunsadeiyssdulsa
Tafinnesdatideringuussegudunazinssdlvl arsUinwighunmdiFoansii
\onmuarfendinaenvedtiomiemsnluassd nasnsnsivitadenisnluasssd
wirilsiidulselafinassndadidl (+/-) deududafuly Tnge1ansia HLA ves
ymsnmendsnaonvield DNA fmdeanmsnsaidedemsnlunssiaduiua
e fions2a HLA sausineurasaiaeiliimssiuiiaeviold Smanismma
HLA veiheiuidonaeasfovestiomseiu uasUSinameswadduniinginladi
AAulFReme aunsafinsandnunitiesensugnanewadduidaialaii
Mnidenmuariold heiltuegifunasfiiavesummdihnmsinmdenisugnae
wadsurladinladin (+/-) egnlsfimumsiiudenansazouwdudenailianie

Tulsanenuiandaunsouiinuy

msinSauyjUoanioumsuanmelisadnuriitnidnlain

mawseudieneusumsugnanewadsufiladalainiinaudfgunn
dupssngvasldfgilinanisinwanuu Tnefuaemsldiuidenainae
(regular transfusion) (++) Lﬁa%ﬂmszﬁugimiﬂaﬁuiﬁqawaﬁ%é’ugﬂmia%ﬂuﬁm
\HonuAwaEUleLes pre-transfusion Hb AIsUINAT 9.5 ¢/dL siushuiivun

wan eslidenvianseadinidonunavnass (leukocyte-depleted packed red cell)
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ady

wereundnaeslildidenangiandednade tedesiuniaia alloantibody

3

sowouRlunoamleuiugusaailug i uagvividlenainufisesiesu

o a

Lisuwaddufniindinlainainguiam (graft rejection) nesnssnwifisdu luse

a

Afismminaminndt 1,000 ng/ml gUaearstasuendusimdnadinase (++)

wennfuuziegedalinsininwasnmiluliuduse (++) nsugnaiewad
Y o a & a v d' v =~ Y a1 v q' PN
uinllaudinlaialugtiefiongdesilondldnainindreniongun insegdae
nflorgunlasuideaumatensiiloniansnanivazaiaueufvedsedadeny
lzdunhwdendly vhlvdeduwadsuiniadeladnnlasuuazndunndulse
lafinaesdadifielagetu uenaniifihenifiongunnddilenafisnnminvzguas
araunuoieiza1eg wu wla du duseu Wudu vlinisviinuueseieas
wianiRaund waziienaunsndoundsnisugnanawadsuniiladaladnlduinyu

v
(YR

satunmsugnanewadsuilindinlafinaiseg1eafingidsusiuieodn (++) egnals
Amumssnwsanariludteiiegluticisgundedlugmeusu aansafasanvila
(+/-) Insuuzilifinswssudediafnaniubn (+) ewingiienguiiildsu

m3snedensdgnanswadsuiniadalafndadduauliun wikanisshw

ddy @ v a 1
LRVULANABITBRARMUIUSEzERB LY

wamssnuUoelsnlarnosidaBiderioamsuantelsadiuriinionlain

nan1ssnufUaslsalainansidadiflosienisugnanewadsiufiioadn
ladnluusemalnesivrudeyauiiadousuiiag w.e. 2554 910 4 15aneua
wivendevan lon Tsamenuadiny (wa. 2531-2554 534 94 119) Tsanenuna
F1MFUA (A1, 2535-2554 3331 90 518) TsaneuIagradnsal (w.a. 2542-2554 534
65 518) uaglsameNUNaNTENNE (A, 2503-2550 1211 6 3) wandlusnnsdt 13
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M131971 13 deyaramsinwshensugnanewasiurdadalain lufihelsalains
sdaddleluyseindlng (w.a. 2531-2554)

RIYVIN

viinvasnsugnane f\i"lmup:i{l'w

¥ o a @ A
EAANUNILUALUALADA

* IHwadangd 190 745 165 85 9 47 16 85
o Wwadandusne 65 255 50 769 6 92 9 138

lallignd
39 255 100 215 843 15 59 25 9.8

Athenfujiseveiulisuradduinlindinlainanguiam uagnduin
d a v oA a5 oa v ! §Y o a Y o Y
Julsalaiinee s1daidedt Ansanlinsugnaewadduindansad 2 16 (+/-)
danaunsndeusng anmsugnaneadsuiiiansausnunly Tnednve) asiiu

segevinaUsyana 1 U

walnnsnBouravmsuantelsadAuriidnidnlafn

wdsnsUgnanewaddufifindelaiin {theenalinaunsndeulsivateetng
finuos lHuA pduldendeuaneaiivda winlafisnneiiadiias (pancytopenia)
fldandolunszuaidonvdee ez dunalulinuasmaivermsaiudue
AUawanadionnisnnuisenveadadenunivesiuinares oz veeilae
(graft versus host disease: GVHD) avnvesn1sidedinnaenisugnaneisad
dudndadialafinfinuvesiian fo msfndofisuuss fafunisguaginendims
UgnanewassunieiinudrAguiniaeanigluyie 1-2 Yusn lnsuugidiegns
ddlvilhoaglurfeausndiay (++) Ustanas 3-6 dUmviauniduudiadonsn
wndusnfuund iioaneudssenisinde vnmfeaiugihoagldtusnsedude
Eonv (granulocyte-colony stimulating factor; G-CSP) iSuidenuasindndontiru
nsnseaiinidenynioanuazasiad (++) luseisuusemuemslilduusdils
fisnsanlsionsmavasniden (parenteral nutrition) $3sa8 (+) uenaInigue
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wlasuenagiiduiuiietosiun1ie GVHD satllasUseunnl 6-12 ifaundans

o

Uananewaddurifindinlaiin endiuiUiefiil chronic GVHD avdedldnagiduiu

q

J88817UNT198AIVANLIALA (++)

miBelumsuancensadiuriidnidnlafn

Aldaglunissnvidenisugnarewadsuinidadialaindmiu HLA-
matched related HSCT Usguned 500,000-1,000,000 U @31 HLA-matched
unrelated HSCT Uszanal 1,000,000-2,000,000 11 sationasnnudetiesninil
Juegffunizunsndousineg MAntundsnisugnarswadduinuiadinlai
funmsosTiiauiunensvessiauisannsadndinuimeiuiavesynsle
Tulsmenuiavesdy nefalddwduiuusdnifessuinvou dulsmeuna
vesfgaunsadnardnwneruiandulaniuans Ineldnalnnquitadelsasu
(Diagnosis Related Groups: DRGs) tHusnaislunisduin uasinazsdnndu

@ |

lpdogninanlidnglumssnuineruiaiiintuass dmsudnsuseiuguainuiai
Uatuiifedin Jedtliasauaqunssnvidesnsugnarewadsuiilinginladin
dmiulsalafinanesidadille wilueuiane1vasinisiiarsannlinisaseuaay
A ludiuil lnglaniznisugnateuu HLA-matched related HSCT
Tngasu dlaelsalafinnendadiendinaalumsinenlagnisugndie
wasduiudadalain adsldsunsdedaundsdevigiiunsuananeias
Y o a - a < 14 ¥ o o =Y o o/
suiila weusziuanulululduagiimEnuwuusihnewdagula Sunisshen

Tne5U
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. ’f]ﬁyml,maéa%’aﬁm

- amegnsaiadadenuentunsyen
. Jaymnsggniin

mosimiBolugiUuoelsnlaRmmos1aasIe

msfndonuvssuazdummmnisneiiddauedsalafinassdatide
Tutssmdlneduammmamedudunis Ine¥osay 47 Aannmsinide daudid
aeuAnnitileduimanulifosas 21 vaeillusinasema wu 8ma nsfnde
Juanmanisaedududessosanaimgainiile

awnvesnmsinideluftaelsalafinoisdadide Aaonmadsulag
sruugiiumiluienegihetenisdutatudelss madeuutas lussuugd
fumuresiithesnanamman 5 du e ndlsaesiinliAnnsidsuutas
Tusruugfiduiuressnenie 91naesmmaniy annssnwiiienisiiden
nsfinshuuaznnznase g lasamnznsnsndangd silvilonafiaide
I8inetu
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msAniBoniDudrymiugiUoslsnlarnoosidasidel
1. msndauuniide

a1nsvesUaeiivainvaiy lawn sinusitis, epidural abscess, liver
abscess, pneumonia, subdural empyema, lung abscess, renal abscess,
mastoiditis, sepsis, disseminated intravascular coagulation

M3 Fosushunies Uit Aveneaumay surgical intervention Aaus
Suusnéniifeusd efTusildnaife ceftazidime uay gentamicin Tunseiitoen

1% fluoroquinolones, imipenem 38 meropenem

2. Msanwalasaannisidsuiden

Human immunodeficiency virus (HIV) lhSasiusniautuazhsanudniaud
v o w o v w | o o a & o
gaudutgmdrfgludszimamasiau uwalulssmanmuiiainisiniolisa
fanananad ilesnnnssuiuinadeniilueanalinsiimsAnnsadaeuuugeuay
Hwallan1snsiadenfiudiugndu (serologic and nucleic testing) fin1siaIL IATY
hfadiudniaut waznsnsansedhdasiudniaudlanvu (Seauinianisguadnm
TsAfu)

3. MsAAYEs Pythiosis

miam%aiwm Pythium insidiosum WUL@Uﬂ%ﬂLLﬁﬂMUSZL‘WﬂVLWEJ pythiosis
TuAull 3 WUUAD

1. Cutaneous %38 subcutaneous pythiosis WUUTIAITOUM fivth uwy
91 dnwazidu granulomatous ulceration vsotdu abscess-like 138 cellulitis

2. Ophthalmic pythiosis Aadinludnwaediidu corneal ulcer wio
keratitis

3. Systemic pythiosis intuviaanidan vibiiAnnsandulunaeniion
(arterial occlusion #384fin aneurysm) 1ilUdn1sifin gsangrene w3aLAANIsANUIA
ypevasnidon e1nsfinulssundenisindelunasadenundy systemic
pythiosis wuivilgUaeidedin w%av‘fﬂﬁl,ﬁmﬁzymgmmmﬂﬂ'hmiamLﬁ??a
2 wuuthedu dndlvgidUledindedinnielu 6 Wou
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n33nW pythiosis ileiwn mMsshueendnnidos wu amphotericin B
¥30 ketoconazole lilginaiy P. insidiosum ms3nwlugiifivasnidengasiu
Fowidn fisenunssnwdne Tadufivhain modified P. insidiosum antigen kg
TugUieuney

4. msdaidaunanFe
wiidmvelsalafinassdafidensdostunisindomnanFordiagunss

U B-thalassemia major WA intermedia ¢ laifinstiostumsitusnanie

ogssunuanidofinishndeinaneiunliufiaziinnslafinansquusede

donuthahnsuujuoelisnlarnoosidasitaibolldnsoavaadiimoAnizo
INsnisou

1. Tufftheflsilédaing manmmeanmsindelasdnusy 1A ssasnie
wazdsns1adengg muanusiniu wariuliejiuzeseunquideinutesy
FaunsuuanuazunIuay undegldndngiunsindodinisnuinundngu
(level of evidence II, s¥aU A)

2. mnflemsvieadesiudiemaniganse mxteqannsy uagiu
Iﬁmi%’ﬂmmamqwﬁa Salmonella A28 (level of evidence II, S¥du A)

3. lunsdidsaudfoiduamziseiu desbiueusnululsmenuia
warleiTiuraseuaquitounsuvinuasinsuaudwioluil Ae Streptococcus
pneumoniae, Hemophilus influenzae Staphylococcus, Klebsiellacliae E. coli
(level of evidence I, 527U A)

a. ynflomsivilasde pythiosis TUUSnwEeamgy

5. Tinns$hwuseduuseaes wu mniinnagladinansdedlifonundiae
s Wenanliuazidasiiledilias Snwiane hemolytic crisis

donu:tlumsUooriumsianiBolrujUosisnlarnowsidasidel

1. Wingunueny lagiangindudesiulsadudniaud sauviawusin

VYo = Gl v a 1 v Y a dﬁl a LY VYo
mMshirgundenysedirtuasy wu Jaduteaiulsadn@eilurenna Tuindu
YostuldninlngJazaiaaziuziinslnindusudniauteiiiy iesnulalidu
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vosthedatlaym fiefineliuiatususnaudasuud usnnalinuieuived
solfasusniaud eslifadususniauandn 1 4a

2. fiheivgdnsuasliiaduniou (gBosnisiwSeunisneusingiu)
nstesfiumsindondeindnumisiden amoxicillin wie penicillin Andaly
SefllsuRumazIulunuuwmd

3. gilesuendusigman deferiprone lngaouaziulunuiwneg
suvauddiumensuildsunferailvidadenyio

4. mawssudentiiielsalafinansndadidy ieuunsgIuuInIg
lafinuazsunansidentesguduinislafinuiend lnsanuunandadenniuaydl
mansradansadaafndelulafinudnamuanasgiu (gniswdemdeniite e
lsnlafinanesndadidle)

5. wizideadaniudnfinsinidedusniaut fuas HIV Jazads
Tufthefildsuidonusssr mndimsinidedenanliuinugidentgy

6. fnwnnesmmanAuliildnafifely macrophage vialdd

IuomumMsiamasinsnsouMmorolplugiuoelisnlarnosIdasle

UagduudinnisguasnugUielsalalinaesidadidlasin s navy
Juddiu winnz unsndeusazmadedinanlseiilandinadulagwvesdioe
ngmglusenldsudonaianeudlyildsuedusinumineduiun sxiin1e
wnsndeumaniiulueioizansg masfimanazaulunaanilerls agviliiinang
WIAEANNLT LHAN1ILITI A URATINIE TS aLA AL EeTIRNE U (sudden
death) ¢ Tusrendeannisialanenuindsnsinissendinmisssesay 50 Wity

wiavanunsadansesiienivedeidemweinmsunsndewannisiivén
avaulusnanieg wu n1sesasesulelsiuludenrsensialsunanndnasanlusy

2 (Y2 1 % (=1 ad 1 a a I3 CY
winarnananlenaduundnllaunsauseiivUsunanvanazadluiilawazainy
donmzunsndounaiilaliegignies ialmszdnsnsazaunanluiuuas
Wilaaaldwirfuile
A I3 o ' | P v & B

nsasindiwanazaluilasguinwitle wieldduwuimnslunislien

Fuwmdnaaussu aztnetesiusassrasnnzinsndaumailalulaunn fseau
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' v o I3 1 & a o a X v & | v °
nmststumanegaiunlusendlsamlafatuuds Nannsataelnnisieu
yosilanauAuule Aty MsesanTYIuresInautiedlalazn1InsIan

@ C% 2y a L 6
azmanazanluimladuszez g asfivszlesulunisneinsallsanazineunu
mssnwunlulansumiiiueg

Tuthgdunmsssienduuivianinihvesila (cardiac magnetic resonance
imaging #saCMRI) tievnUSananvaniazasluiila Wlunsusediuanudeauay
dnaulalumadenununissnunnsunindeurilaludUlslsaladinanssdadiile

1
1

(plausinsviendumnan)

sOAvoOMasinsNBoumorol Menawuldlugiielselalinanssraadiile

1. Congestive cardiomyopathy Q’ﬂwﬁﬁmw%m&émm wazil
chronic hypoxia axfnnsuSuanmsnenie vilmimsiniuasnde Wlagveene
10w uasdl cardiomyopathy Antu lussbzusn fuasenafiornsmilosdis
lesenrinds uiszozineiihsasAnamealaneguusenan luseilddentesn
sxfdnavaulundunilevile vinlodl congestive cardiomyopathy Laz#alaine
e

2. Cardiac arrhythmias msﬁmﬁﬂazaﬂumjuL%éﬁﬂﬂ/\lﬁﬂuﬁﬂﬁ]
(conducting cell) ¥lsinsvhuhiindvewilafinundly aurilsiinnieiila
WuRndame feilitheoaliuansetnis wieflernisledu wilawud wiiliaiuaue
aufetuiuay wihilanieguusennaudsTinngtuiu (sudden dead) I

3. Pulmonary hypertension finnuiunmgunsndeundaaindnsing
ludmaroramuiufuithefiinnzdamnnegifunau gifimsnivesnnei
TugUrenawindaluuiesieau o1radlatedesas 50 fuhednlifionnislag uwe
musudenluleniigeoraifiusziuauiusunsofedinld

4. Pericarditis \ulsaunsndouiinulives Tastnasdunnnshnde
vsvda Wy Welda fuasenfionaifuminen Tuseiiivesnaidioglu
szfau?]'aﬁuﬁﬂﬁmm (massive pericardial effusion) 8n1anaviuiesialatasy
aoAldonauiln1Iy cardiac tamponade Antuls
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o1MSlia:oIMsIIgno

1. livsingenms luseidudesuariinauivauganisivaieulade
167 fawenalaifiennisle tae wihieginmainuinlaifinundviedivdnazay
agluiladudsunaannudafng

2. vialane shlitheiionsveumies storusnoraluvazoanids
uiilosuussazmilosegmasanan vevauususlild Tornsuan duls

3. Tadu Fsenaduanangiladuiindone Aaldannarsaive
Amuguustuiua LA invesnmiladuRadineiiny daunmeiilady
ApdameiidunnnnzmdnAuiuasienuguisannuasdudosstnslindumsn

4. Wuau 9191inaNAME low cardiac output wsailuanneiila
Lﬁuﬁﬂﬁ'ﬂmzﬁ?mmmﬁ 1% ventricular tachycardia

5. §u wiuwthen Wuemsimuldlivestin usenafilsiainnisiing
e laussiodoyiladniay (myo-pericarditis) Slormsthatiosinuuy evadhild
Pnensidendslusiu (hepatic congestion)

MSMSODNMOVAAUN

uanniloannstnuse Ifuazns29319n180La1 @msauseiliuanin
nMsvhauresitlalae msasiaseluid

- nsnranduliiiila (Electrocardiography; ECG)

. AAuaTowdssile (echocardiography)

. pAuwlmdnlniwesiala (Cardiac magnetic resonance imaging
wio CMR)) ieUsydiulsuamaniiavadluiile

. MIRTITLAYILY mwﬁam%iu;:iﬂm,wiaziw U 7523 Holter ECG
1u;§ﬂaaﬁﬁﬂwazﬁ11aLé’uﬁmé’ﬂmz WionT39 exercise test wiouan
dussnnnvesiila

luunwumsKlawuoel

AthermslasumsdnuseiRuaenTanine nufsssuuilaweemsivadeu
Wioannuunnglunsazasy
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1. fthei@nvziinnzunsndeumailavssuazsuusaningiiefinei
sesuslulnadulndifosund saudndululdaasihdonsgainane (reqular
blood transfusion) Tuﬂﬂwﬁﬁmmﬁqmm (Class 1A)

2. Tugnefi®aann Wy Hb <5 ¢/dL v3edalneianzunsndouiila
otfiou msliidenuinunfostiony uarliludnsidiiidaniund Tnsenaliien
Julaanizsaasmie(Class IIB)

3. lufthefifiamehlaneuarsndufeddtudon enulilidonndss
Uanautioeudliiestunazenslifoussiu Ho relsiden (pretransfusion Hb) gen
ffinefilsifinneilane Wy pretransfusion Hb 10-11 g/dL lesedumanlunéunile
wilaan Wlevhauituerafiansanlisesu pretransfusion Hb 9.5-10.5 o/dL

5. Tuseiidedienduiaanudulszd msldunmsnnangeusiuben
(serum electrolytes, calcium) Wuseey

6. losuendusmmanivanganoaiaue Muazdunvosnsliien
Fumanl gluiide msliendumdn

7. msnEnidsmgAnsuides Wu msguyns wiemuas Wusu

8. Uinwnunsunnd/ogsunmdlsaiale Wedesnismsrausyifiuanm
nsvihnuila anududentudeslufUlslsalafinansedadidesinguusiwag
#oslisuidenasinane

9. Usnwinusunme/engsunmelsaila Tudihelsalainaesdadidy
fiflorns/omsuansvaslsnviala deil

- 9IN5/0INTHARIYRINTIEIIINY

- 9IN5/0INSHARIYRINIE TR T Y

- onaluau WiAndviseuseiimlaveasiu

.+ omsdu/wiuvihen fasdeioraduaneuiinundvesiile
wagsyuulvadeu

.« HANIATIITINMENUANUAAUNG WU ladudesands (loud
P2), leiduides friction rub, ladwdusiila gallop Wudu

¢« WANINTIV ECG nunseasdedninnuiinung

.« HAMINTINNSIENTIEN NuSeawdsliliaUng wu Wlale
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e HWANIINTIVIEAU serum ferritin qamﬁ 1000 ng/ml
- WaNIRTI9 cardiac MRI Swdnazanluiilaunn laee T2% <20 ms
10. dansrandundmdnlnivesiale (cardiac magnetic resonance
imaging %38 CMRI) iievUSunaumdniiazadluile Tuaauiiliuinssinanilé
TaoEunsaailonny 8-10 1 wazdinsaUszdusndussezmumumnze W
Tugftaeiien T2* >20 ms vigmn 2 U, Tufftaeiien T2* 10-20 ms shendagads

=

warlugtheiian T2%<10 ms vieUay 2 a3 1 (Class 1I0)

luomomsniasnuisniuluduoelisnlafnowsidasilel

FUhelsalsalafinanssndadifle e1aiinadudsdlunisifnlsaduain
warnuatedgm Wy 9nnngwmaniiu mﬂmw%mﬁﬂﬁmi@m%umé‘mﬁuﬁu
nsesldsuidendulszsninliilonianisindelsadusniay Suasdgetu
Fowfieuiuuszaneily lnsamzlulsemalnedadiamnuedhiasusnia
uaed Uszanaifesas 5 uavderaz 1 muddu fufunrsiiuuamslunssneuas
Joartu Faaetheanlomansiinamesuuduazazdasiu (hepatocellular carcinoma,

HCCO)

Isnlosamuaniau T

fuaelaalafinarssndatifionneu msldsunimsadenindnisiade
harusniavivieliietslunsitadouazyseiiunounssnu lun Hepatitis
B surface antigen (HBsAg) M1nA533NU HBsAg Tugtheunuiiiu 6 ey uansd
miamFgalﬁaﬁuﬁﬂLauﬁga%“ﬂimﬁumsmwﬁ'uﬂ lAuwn Hepatitis B core antibody
(Anti-HBc), Hepatitis B e antigen (HBeAg) Wwag Hepatitis B e antibody (Anti-HBe)
swluismsasnviunahiasusniaudluiden (HBV DNA viral load)

WUoeiNaunosavusnuiwnelsnAiunSolsns:uUNMDIAUOIMS
1. mshniesiusniau 9 winidess (Chronic hepatitis B) AsdsUsne
lefieufiauniia 3 Fostsil
1) A99aNU HBsAg Tuldenunu > 6 lhou
2) sgaubi¥adusniaudasnnndy 2,000 1U/mL
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3) 3wiU ALT getusnnnd 2 whwesanfiegnstios 2 ads lusvey
nauundn 3 Weuduly viensdifisedu ALTgedudenndn 2 wiweseund
ovdwinyumdlsadurielsassuumaiusmsiitefiansanms iy

2. fUawiiinnefuudsufunsindesusnay T Fsenaitadelng
2MNIVIAATN NaLdeRrSeMIITIINIEIE Ve Wn n1snsiadanienoud dnwsd
Aouues 1Wudu Sudifissaueuledludueglunaeiunftany

msUovnulia:nounulsnlosanusniaud

mslitadudestiuliaiudnaud (HBY vaccine) wugtlivenun 3
Andndudelasdafidioudt o, Woudl 1 wandeudl 6 fthouneseldsu nsded
linssnamielinsumaiiimun Wegthedeamsdslmilidadeldias lisnludes
Gailval

msIRSABUAUSNIAUTNS:AU (Booster dose)

Sovaz 80 vasawinly Seneesiinismevaussretadudlasunisan
ngdfu (anamnestic response) Fsiuusi15edu Anti-HBs IvanasmIzEza
winuasatunslesiubiadusniauidsndiey wiaglianunsansiany
Anti-HBs k&3Ana é’ﬂﬁuéﬂaEJIﬁﬂIaﬁmamﬁwé“a%@aﬁhﬂé’%“uﬁamﬁuﬂizﬁw CoRHY
Hostonsinidetion lusidudesdnindunsedu

Lm"luﬂizﬁﬁr;:iﬂaEﬂiﬂiaﬁmmmé’a%l,ﬁaﬁlﬁ%“uLﬁamﬁuﬂizﬁ?w wugAg
#1579 anti-HBs titer Ma9NANTATUATULAD 1-2 LHBUY Lﬁa@ﬁﬂﬁmmauaumﬁa
13} (anti-HBs titer >10 mIU/mL) 9In4uAI5ATI9 anti-HBs titer e 1 T &1en
anti-HBs titer <10 miU/mL wugthlvianindunseeu

luomomsuURIbouUoelllnouauovriomsandnEu

wdsnlisunisanirdunsugnsudilinouaues wuzihlvdaiadu 3 du
Bnads Tnemuinuszanadosay 50-75 vesnunduiaznouauasionisldsuTadu
ans7l 2 widhdsldnevauesdn uusthliemadenUssdunsindohiasusnaud
TusaneBnada Taensaa HBsAg anti-HBs waw anti-HBC Lissangtaworaiasly
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fuidosnreundn wWuwu anti-HBc Uan waed HBsAg wag anti-HBs \unaau 1Juduy
widUsziundalinudnuarnsindemniou e1sliiadunuy double-dose
4 a¥imanganile (4o ug 4 afs mandnile) wie wuu low dose 4 ads
maldiama (@ pg ¢ adamdgiamdo) Alg

Isnlosamuaniau B

fuaelsalafinaasdadidoanunsafindoladasusniaud (hepatitis C
virus, HCV) Tdannnslésuiden Tasiamznssuidenneud ne. 2538 1iesen
lsifinsnsranseambiasusniaudludenteunthiiy
MsJOUaE

fihelselafinisdatilioflisuden mslisunmsnmadenhimsinde
hfadudniaudvseldlaensdv anti-HCV wariiarsannsiadsunaliiadudniaud
Tuidon (HOV-RNA) kg anti-HCV Wuunud Vinaudeludestudusd
faamzsnwviniy llASusdteiieMomataundusuudsiolseusdeiu
wnifiedlaluswas

fuaslsnldasudniauditefanisdsUinuunmelsaduvielsnssuy
ymafiue s iedumsnnauazinviiiudy Tasvuzvhnsinuiiseiades
Iisuidemnnninifsiesas 30 telisedu Hb 1nnnd 9 ¢/ml fuaeiitivangu

A

Fnfiwmanazauuinludu aaslierdumannourinnisinunlaSadudniaud

WUoeloSanuaNIaUBNaUNOSIASUMSSNL

1. 01918 Yajuld (vnﬂLﬂuLﬁﬂIﬁQﬁa%’aﬂWiQLLa%'ﬂmQJﬂmLﬁﬂa@L%aia%'a
fudniau®) HCV RNA WWuuan

2. mamsaduilesuasiamamensiunuindielinluiuann (Metavir
fibrosis score UMNNINAIBLUNIAY F2)

3. ldQuduudsszezguuss (Child-Pugh score > 9)

4. gUrelimnugugeuiunsing

52



O)a¥
Clinical practice guidelines for diagnosis and management of thalassemia syndromes XI'

msaIasSnUUoEIRNANIBOloSAAUONIEUS

WasnnnsindesiudnauhsaglunnilanameaadlsUszinadoas 6-12
Tnganginidn waziilosainmsadulsandindngvg Fswusilidnwudein

' ) Ao & 'z a a oA = o a | 9
2181700 3 U seddidnduledduasdtinUnfegnswoillewsonmsaniulsareudn
157 (Wu nuvsRaludiv) mslasumsSnyinasiiasandus) domnulazenilinaon
usrEznaINsSnwuReIiudivg wusdiliuinwwnmdnisiuemisidu
s linisshw

msUovnulia:nounulsn

Uagtudelifinnsliiadulesiubiadusniaud dadunislesiuniian

Turauzdl Ao N198ATATINITUNINTZAIBAIUNEN universal precaution

Au:LhmsaianuiovyooyJuoE!
r;:i‘thaﬁwiwdwﬁmL%alﬁaﬁué”mauﬂﬁa% mslaunsuusthdselud
1. msamﬁ'uLﬂ'%'aa?{muaanaaaév!n%ﬁﬂ
2. %Uﬂizmummiﬁgﬂqmﬁﬂwmx d01ALAATU 5 Ny wonanil
BN UUsEIMUe s TRansesNamenduUuou tdun draasiiiuliuu
visewsnUudiny
3. wAndeenssulsEmusazesiasuillsndu iamﬁ’ama@gulws
Waz1gNNALY
a. ananudedlunisanenendoluseau wy
. limsuinaden etes aue vie theqd
. mavanidssnsliuussdituiazvediausmiugou
. vgANTdELaNGn

v s

. fheiawelifadudniauinisiinnsdesiuanevuslinaduius

a a

Vlﬂﬂ%ﬂ ieanaudsdunisunsnszaiide gniiuguauilnil
fumuRehsaRusnautLa? ﬁm%urﬁﬁamFgalﬁaﬁué’mau%ﬁdw
AIULEBITBINISAAR DV LNATUTUS AT wAAIsWANL AN SE]
adiusisuLssvionsiimaduiusmannandn
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a v

5. mislasunsasnidgiiduiudelfadudniaue vield mndelidl
mslasunsiniadu dwsudihenfawelTadudniaudamnsingiauiuseliia
sudniaudnng wnddlufifimslasunsiairdumerudeniy
GolunothAludjuoelsnlarnowsidasidel

v

fuelsalafinanssrdadifleionafnislugaiias iesandianzde
BeaunuanEess lviiniedn black pigmented stone drulvgjvesiae
($owaz 60-80) inlaifionnnslag ennsuanuwasamumsndeuvesiisluguidléun
1. Biliary colic WWumsuansusnan inanmsiadeudiveainlugs

=

WftngauInn cystic duct fUherzdionnisuinuinadulnguuse Juq weq

dlodnenisiugs 21u 3 maﬂﬁﬂaaﬁmﬁmmmiaﬁﬁﬂ

2. luvei (common bile duct stone 38 choledocholithiasis)
Annmisgaduresietid shlsgulsfienmsuanfiessautunsiaidiennunis
Fewesiuiiaund vessenaiimsindounsndou vliAnazviedis ey
(ascending cholangitis) i sluuaznmggiunuun

3. gaihAsniauidsundu (acute cholecystitis)

4. Fuseudnauidsunduanii (callstone pancreatitis)

Slensanuinduaslselafinausdadiflodialuguhd wusiiliuin
Frounmdifioviniskdnilugaihdeen

mo:insnBourios:uuoosiuulugUoslsnlafnmosidasidel

fuelsaladinansidadideitgmvdn 2 Ussns fiduansznusesyuy
gosluulusnnme loun 1) anaglaiinene uay 2) anzminazaunueteieieg
dntlymaue finansenusiesruusesluvlussmemsdemioduioduses lun
nsvInansomns maldiuentumin mafinde nstasumivndalunmsdgneny
lunszan Jusiu

AMzunsndauneszuugasluulinsrealull
1. amzsgdiuladt nmzilumivandhndiing (delayed growth and
puberty %138 hypogonadism) gtheilgiuie nanee Augsdesndt -25D
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viaweswulngd 3 wieladfinund nande 5mﬂm’mqat.ﬁwﬁu (height velocity)
ffound 25D erfeuiudninauaniderfdeatuiifiogint
n1531Y

113139991918 Useiiiuaiuas hnin Ima@ﬁlﬂwﬁﬂuazdauqﬁﬁmﬁu
Tuusiazd M523 pubertal stage WULANTIBRUVUIADUNE <3 A NTOAUYTIOUNE
<2.5 % wagesrgndldiinisvened nnugedaldinsiauveaiun Taaue
Y3d1fiuI97 (upper to lower segment ratio) ¥1n <0.9 wanEedsdy
Tuanengiiu 10 U msienaisdnszgnadumds

N13A59N199BIUHURANS

1) ensdongnsean lnusdnseandunal (lateral spine radiograph)
floa91nmsIaNy vertebra Ifracture léuaelagliifionnis

2) aTEen InszAU uaale (Ca), Woawosa (P), alkaline phosphatase
(AP), 25-hydroxy-vitamin D (25-OHD) Yazinds

A193NEN
1. WigtheSuidenliseaugunlaain >30%
2. Tiuendumdnesnsasihiaueifiosnnsesume3mdlilien <1,000 ng/ml
3. dslinwunmsiannzmslunsdiilidenuazetumanagiamnza
wér wuhtheiimaniagivied Sawadu vielunsdidiaevds enguinniy

] 14
a a

13 U uazyeongunnd 14 U uddslaiinisiaumanayfenil (secondary sex

9 Y

characteristics)

N1SAAAINKNANITINYA UizLﬁummgaLLawfmﬁfﬂﬁLﬁ'wﬁunﬂ 3-6 AU A533
pubertal stage 91N 3-6 oy ATINBNTSIYNTENYN 1-2 T LileUszifiueY
nszgnABuLUA

2. anazwsedlunsesd (hypothyroidism) sfmulugtefifindnazay
Wudunau dunninlifioinasudn idesnmsasauveavanlusienlfaues
msitadedsendenisasiaseiveaslau FT uaz TSH luidenlas 1 A3 taein
azilu central hypothyroidism Faflsesu FT4 fuway TSH Unfiviesh innntilae
K primary hypothyroidism Faflswiu FT, Fuae TSH 6N
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N155n18 AUSNEIWINNELRNIEN1luNSENAsIaNUSEAUaaS I URAUNR
3. Agnsasnisinsess (hypoparathyroidism) {ina1nANS7LAEN
Tazaunulunounisiinsees

mM33fade fUiwenuiseinmsveweadeludons wu fedu wiedn Wusu
MINTINGEN WUT sEFuLARlNr Weavings uag PTH UnAviasn

155091 AUSNWILNNERNIZNI
4. anzvagasluunashvea (adrenal insufficiency, Al) ludUaslsa
lafimanssnaadiienulavae

n153t9de gUhednlngaglifionnsluaniizund wilunnig major stress 13
ameFonld ufasnuldtionunn uifihedumisiiiamedonanmsinde o1af
AM adrenal crisis Sawdeftudihefifvdnazaumiuun msdainwumg
gy 1-2 Y iilenaasusasluu cortisol

5. n1znsEgnnsu (osteoporosis) HUaelsalainanesdadiily lag
ameseildiudonlsiiiieane & erythropoiesis 310 928 bone marrow cavity
i1 uagfinszgn cortex U 33Ul bone deformity ddugtaedlasuiden
\Wswe bone marrow cavity agluninsnnuagliAsenu bone deformity Wl
bone resorption Wiy Yil¥nansygntiosniind ftunansegniiosemu
Ieveelugfihesdamidielinaslndenfiomerie iifiswe lnssumisiiinanszgn

o

snan dnduuinansggndunds iesanidu trabecular bone Wudulvg

q

A19IU9AY maa‘]mamz@ﬂ@fwm%& dual-energy x-ray absorptiometry (DXA)
uazlonuisdiitoysziunanszgnuareynsygn MAARU anszgniitian Z-score
foenin -2 \eifisuiumanszgnuesininaieaiu Wowdeiiu Afergwiniu
fodnflanansegnifosnituni enaifisudannansegnueUiefiialdiudund
voafniwaieafuiengnszgnwinfutasuny egnslsfnny dalaifunsgiu

[

nsUsgdiusnansegnd g msugUlsngudl

N33 Wulietuanzasgdulet uenanduiusiiligUliseendidainiey
Uunaneegainaus
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6. 15AWINIU (diabetes mellitus) {Wunnzunsndeuiinuldves
Tngangludlugidulsaladinasidadide wiawsonuludnuas fequls

153893 fUrefiiuuimnuuda (overt diabetes) shaziusefiiutinan
funves Yaamzves lusmefiSuduummursenmzrouuu (prediabetes)
AUedinliddennts n1smsiaden vnwudn fasting glucose >100-125 mg/dl
38071 impaired fasting glucose (IFG); >126 mg/dl uanei1 Fuiduumanu
n113m319 oral glucose tolerance test (OGTT) agasIaNUANURAUNRALALSINI
Tnglisuussnudimanglaavuin 1.75 n/nn (wunngsgn 75 n) d1szfunglaa
7i 2 $lug >140-199 mg/dl 58n31 impaired glucose tolerance (IGT) i’ﬁﬂqiﬂa
5200 me/dl uansinduumu i IFG waz IGT Senindy prediabetes
Qﬂaaﬁﬁménazamﬁuma Tneaneseiifissiume3iu >2,500 ng/ml
Juszezaiuiu masn39 fasting glucose Wn 1 U wislunsdlfosnisuszidiu
\lonsaruRaunineusdi AI9nsI9 OGTT dwinvzny IGT neunu IFG

M35 A1z IFG way IGT wuzihlvendumdnlifieae Welhnanazaulugy
warfugouanas dsazdisvzaonisduumu luseiduuvmnuuds e
atheBldUSnwunndianiznig uaﬂmﬂﬁ?umimuqummi N1598NAAINTE
Ununansuarnisauauiwinliund Aflenududunnlunsausslsamimy
Werzasnisiinnnzunsndoulueuian

Jrymiwaidosonmn

Aurelsalainasdadidevdnlifionidon (NTDT) unsau il
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Fnsineunatedeiivn

1. Vmnuazetnunadietiinde (Normal saline) nendanniside
seuLNaRELRaneseadRethenehdeethatos Tuasnilinds wievseniilduna
finmshaiodunues

2. msUaunadneffovfindeusernsiudereduiingliviilinfoy
gaRnfuLNe

3. ANININE zinc paste %38 solcoseryl gel oty
mwé’qmmumsamﬁauﬁq

a. TsirUfThue el dicloxacillin %30 erythromycin LilerununIshnide

5. finrsanliidenasinae (Resular transfusion) lunsdifiukamesin
warlinevaussoisnssnwdug dradu

6. Sumalnguarlifinsindouds unalienameiesldoragosfionsan
USnwunundiaenssu iievi skin eraft

Uspiufifesyantiiauefio wenewediliunafnangmiiuasuinides
nsfn-AiuuradsezTlrunavenef i Tuaumesn

mo:msaswidnidonuonluns:An (extramedullary hematopoiesis, EMH)

amznsahadindenusnlunszgn auAndutouairadeaiionauiuls
lun1svinendisguen vsensaanulaen1svin CT scan v3e MRI dnnulugyae
Tselafinanssrdatiflosdnitliflanudon (NTDT) e1msvesiietaunnsnaiiu
Juogiu “Houasrauden” Fnarufntuiidumide wu

1L msifia “Aeuasiuden” auuuinseandundauviliianisnasiv
snuszamuieludundaassilsiiieionisuitun ants Wiulildmuund 919
bidlgmnistuaieganse Jaanizuasnmsudainvesedoivine drfinsnari
Uinadlvdunasdulszamaiuans

2. omstndnd “fouadradon” Wntuludues

3. pInsviey witesdis melada ewnd “feuadaden” wuelve)
sonanenoulureson
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HUINNITINEN

1. padlelimmuammuagsumiwes “fouauden” dinan lnems
Wendisd vide CT sacn e MR Fuagiuigithefionsileraannnesanmues
SYUU-AUmsle

2. aslidenadnaueifiednwsesuresdlulnaduuinndd 10 ¢/dL
enalallviinisairadadeauenlunszgn

3. Uinwiumssadunmdnasanlyinisaieuas (radiation therapy) #159qn
7ifl “fouadraden” finan

4. wuzahlii hydroxyurea SadlueniinanisasadindesiirewdrsUasnde
Turunn 10-20 mg/kg amiaﬁ’muﬂdﬁaua%ﬁaLﬁaﬂﬁy’mzquﬁaaq vseUeilonns
iy
Joymins:nin

\leannnszgnilunsvesiiaelsalafinassdadiflovdalifianiiden
(NTDT) Slenafiasnszgniindis easdossyTilunaindoulm undu snsiuiuag
Hilavdeiuiiay (@nth, Yty nssnuniiddey Ae

1. msldileniiie immobilize daummmzaﬂﬁmﬂ Wn

2. wusihliiden Weshwisziuvesdlulnadussning 9.5-10.5 g¢/dL
Vnasnnategistion 3-4 ey auninszgnilunnazyszanuiiud

3. L.LuzﬁwaﬂLﬁaqﬂwsﬁﬂﬁmiﬁuﬂﬂﬁqm (ﬂﬂﬁuﬂizammﬂﬁ]waw%u ED)
i miss alignment 111n) MsznIEnUN Tnansvantesazldminseldanin
unfitnasBaliifin vnzihdasdndennnuasileniafndiogs

4. nmseenrdinieessaiate Useanas 20 - 30 wifideu egetien
Faviay 3 ASe iy My M Msthdnsenu myheth msdulnh Sunstiestu
m’;gﬂiz@ﬂmqﬁﬁ%’éwﬁn

5. wuzihfthelsalafinanesndadidielivanidssinifinnsusng wu
$nil nlmuaat.t.azmﬂﬂagw
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9191999 895NN hypersplenism anaslugUienlasuidenagaiies
NORIAAY TINAUAUATIADINMIEUNINOUNDNUAATUNSINTAALIL WU A1
hypercoagulability 1usu

Jouos TumsinnulugUoelsnlarnmos1dasidastniowndon (TDT)
. §lanae hypersplenism Wl¥iinaazdndelasuidoniiuiu CBC
wuidiadesvadmie ndadens
. Snsmsliidenvestu wiedenisidonunndn 225250 mUke/yr
o 20 mU/ke/mo F01auansfian1iz hypersplenism
o dhalpnauAanisnalden w%aasuiﬁ'mfﬁsﬁuasﬁa

douvBuovmsimuIugiUoelisnlarmmosidasiGenstnlibouniZion (NTDT)

« ffthelseladinanssidadisle neianny Ho H disease fiflszdupnaitu
voudenlunnzundaniias nasaaufesiunisifiuidentes 3o
Ygymaunisasgaula

- dwiudiaelsalafinasdadidloviin B thalassemia/Hb E Adslasu
nsUsziiuegnsidin mnguiefiornsguusauuriadianndon
(TDT) msdtashaaenssviinedlefitorsd mudoduuushidy

MSINSeIYIUOENoUMSARNIIIY

- MdeyaunfUrsuazunaseaneiiun1sindiy uagdnsudssves
nsAnendIN1sAnu

61



Ole . - _ o
‘X ILONMYMSIUDTEIAMSSNNISAlARNDSISABITE]

. wusihidsanrsdndiuluinetgsdingt 5 T sgludnaziinniig

wsnFoulasanizisoInsAnadeniIinls

« wuzihlisunsanindutleaiunisiniie e Pneumococcal vaccine

a8ty 2 dUavineunisandu Wetesiunsinie Streptococcus
pneumoniae usnaNIuugilwiadu Hemophilus influenza (Hib)
lunsalndinduniaden

msAllanavANINY
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. sanlvenutiugiteanlonafiaiie Streptococcus pneumoniae

Tnel¥isuusemu penicilin aunm 125 mg Juaz 2 As dmsudthewn
9gesndn 51 slué’ﬂ’mﬁmqmﬂﬂ'j'] 5 Yinnn 250 me Yuaw 2 ads
PaonlUnseed19tey 2 Unainniing 5’1Q'ﬂ’m”l,éf%'Uﬂ’ﬁ€fmﬁ’mﬁmq
Weunin 5 U mssulsenueegralosiiveny 5 U Tuﬁﬂaaﬁlﬂmmsa
FuUsEnu penicillin 19 @ansali trimethoprim-sulfamethoxazole
%30 erythromycin unula Mﬂifﬁﬁﬁ’maL%"auﬁmﬂfgml,%a??am
penicillin MnmsiFiesAusnduiises Fauusiliitefonufiue
dsodiumuieliuussmuiuiindiuasuusihaassulunuwnmeing
5’11‘51’33& iasananae Overwhelming postsplenectomy sepsis
infection (OPSI) dunisiuinandouuaiiSestunsuuinuas
wnsuaUBu usnwileanlle Streptococcus pneumoniae I8

. N91sanle aspirin YA 2-5 me/kg AsyAuLNAALERR >800 x 109/L

« 1% Pneumococcal vaccine 9190 1 A5 #aasingny 3-5 U



INNTANINUIENIEY B thalassemia NS Hb F g9 aeilannusuuse

o P ad v o < A S a X = 2 a
Weundt Feerufgitesivengvendafonuasiiindu nsAnyiUseansanves
8 N32AUNNTASe Hb F dulvgjaniluszesdl 1 vie 2 endihunldlunisnszdu Ho
Fleun hydroxyurea, erythropoietin, 5 — Azacytidine ¥ butyrate compound

Alyu = - 4 ' v o
gilesumsanwannfigavislulsamelnenazsisusewmea laud hydroxyurea
1A 5 - 20 mg/kg/day FeHiuszansnmlunsiituszau Hb F Sewaz 10 - 30
o Ao o = i PN Y =~ % v a a

NTTAUTIANBUNTINY uaginasdeomsiiuseau Hb Wesadntes laeiduady
0.5 - 1 ¢/dL lngrunagndananlsiiinatafese1sguussodUaefidisunside
' & = o ' = = & " a | Toy v A
agelsnfnsfnudanaralunsfinwssevduliinuast vaedddinudaden
huensmeuauessasn hydroxyurea §Uhefineuauessiasn hydroxyurea inag
Wuitheiililéuidesusy Insranisnevaussasnngluszaznanlsiiu 3 ou
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Astasunsuseiiiunmsiinauvesiila dsedu Hb 71 10 ¢/dL a1nnslasulden
adnavawazlasumluzUSnwnaunInsss fall
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1. gausaenslasumansanfummalunvevisetlselainanssdadiile
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18RRI UNTIEUALHATBINTAIATIA VUAUAINUTUTIVDINTIY
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MSWMSIA Penumococcal vaccine*

AUaelsrlafinansdadiliefiodungudswionisinlsailunandauin
309374 (invasive pneumococcal disease) 3auuziilvianiaduil lnganzeeed

lugUrelsalafinanesndadidenaziodniny

51971 17

2-6 Lo PCV 3 afaviaiu 6-8 dUnw PCV 1 A%t 01 12-15 iteu
7-11 Aoy PCV 2 pdwwinaifu 6-8 AUawi  PCV 1 Afs 01y 12-15 ifleu
12-23 iy PCV 2 pdwwinaitu 6-8 AUawi  laidesin

NANIEY - 918 24-71 1leu - PCV13 41w 2 aswineiy Sansedusig PS-23 91uau
8 duanih 1 A33 1 vieen PCY
-y >TLifeY - PCV 13 1uiu 1 A dugaving 8 dUnvi

PCV = Pneumococcal conjugate vaccine; PCV13 = Pneumnococcal conjugate vaccine %tin

13 @neWius; PS23 = 23-valent pneumococcal polysaccharide vaccine

- finelselafinaesndafediofifienguinnt 2 Tuly wushenslésy
PS-23 saglaue liinagaunsada PCV lauseld waguugiilvan
PS-23 130 1 A%t Waanadausn 5 T n1s3e POV Aew udmnude
PS-23 aglvinanisas1agiAuiuAndIN1gan PS-23 ileseeaien v3e
2n PS-23 udmueig PCV

- Q’ﬂaaiiﬂiaﬁmwﬁwﬁa%Lﬁaﬁ%éfmﬁﬂﬁm wurilAlasuinduniy
Auugttsuateny insuneudinduegstos 2 dUnav

*§auUaua1na1519nstitaduludning arnauiaulsefndsluifinwialseinelng
2556
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