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slulnatcuids

ADUATAUNEUSD < 100 dowse

UM@JE@U@L@E@ (Hemoglobin H, Constant Spring and Pakse’)

glulnaduds (Hemoglobin H disease, HoH) fulsa
ladinanemadiilslunguuaains aadidle (O-thalassemia) dau
glulnadunouauaunail3e (Hb Constant Spring, Hb CS) uaz
glulnadudnin  (Hb Pakse, Hb PS) Hudlulnadudadnd

1 I v a A
mamqmmaﬂwmaamuﬁ

dlulnatu (hemoglobin, Hb)

glulnadu (Ho) Aelusdunidudiudsznavvaadaiien

uagvintinnneandiananndealuldaTarza1egaaesienis
@ & & o A ) a A

wazSuansuanlasanlodnavuniivan lasvadevaedlulnadn
tsznavanslusiuniaanalnadusiiauaan (alpha-globin, O
globin) wazanatu@lnadn (beta-globin, [3-globin) veas
2 ae udlulnadute (Hb A) Geautnfiazi Hb A dssanms
Yauaz 97.5 MnAndnTagas 2.5-3.5 aziilu Hb A

i1oaihs1aadive (alpha-thalassemia, o-thalassemia)

) 1 4‘ a v 1 a My A
Dunguamsfiiieanmsaiuaarilnaduldléivie

asldtiasas wiailu 3 ngude

'
v aaa

1. Wne ‘mmﬂﬁ\‘igynuﬂuﬂﬂﬁua:ﬁuuaa#\h—mé’a
a A 1 a 1 )
GiHgat19ay 1 guwuattu
> uoan-snaadLis 1(0l-thalassemia1 #3@ OL-thal1)
Y19aTa3an O’-thalassemia azaisuaanlnadn
1ad1at
> uoav-51aaGLHe 2 (Ol-thalassemia 2 ¥138 Ol-thal 2)
1Y19ATL38N O -thalassemiaaza31aunaan lnadnla
a8
2. dlulnadudednd  wu1gdeaNRaUnAUULAAN
= o U v al a a a dl 1 v 1
gurnldasvalulnaduieUnd Awuvesldwn
» Flulnadunouauaunadse (Hb Constant spring, Ho
cs)
» Flulnadulni (Hb Pakse’, Hb PS)
3. Tsauaavhmaadiiia visnefenildutaainsaad.le
gj a Gl a 1, v a A v A a a AIS' 1
719 2 funsatusaanisiaadiadudlulnaduialnannutas
1@un
glulnadudy (Hb H) dgiu O-thal 1 AU Ol-thal 2
Flulnadudrnauauaunalss (Hb H-CS) Hiu
O-thal 1 iU Hb CS
» lalnadudwneg (Ho H-PS) f8iu Ol-thal 1 Ay

Hb PS

QuaMsni
woaWsaadide  [Jusaadidanwuldusalasanis

luwadeazTuaanidedl® (Southeast Asia, SEA) wazan asi

wa oA % %
pifdmasiigesnnwufosas 5 wastsznslanuazwufosas
40 apsdszrnaadedduteaiiandadiile’ wazdadullym
nefuanssugevadlan  snndnudsaadiis (B-thalas-
semia) daznauivluaiuinshaiuguuaznmadunisia
faszrinsdamalfszainuazsinis  ldueadsaadide
4! a wa L 1 v KR 1 a
Tedlgr@nisalgeaguirienszangliaganuninevasissine

svguaznanaiuilymizaslan (global problem)” Ggguil 1

;a:'iJVqll 1 LLﬁ@]\iﬂ'ﬁﬂS:Q']ﬂ‘llE]\iLLE]a“/l\hﬁ']5@%LﬁﬂiuLL@ia:ﬂiZLﬂﬂmaﬂ
dszannslan (@dn)

%Lﬂuwwzmﬁ@l,l,am'\h-mé'ae'ﬁl,ﬁﬂ 1 (Ol-thalassemia 1
trait) wu'ldSesaz 3 o9 14 lwads las3osas 4.6 wuluna
= v dl 1 v dly >
witavatlng Saas 4.1 wundasnauaziasas 4.1 wunaenla
neee  2addssinedu  audlulnadusauauaunialss (Hb
cs) wuldesas 1 - 6 lwaidanzusanidasldlaswuunige
TumawilavasinawasUssineany @ wnsudlalnadudne

(Ho PS) Anulunmeanziusanidasnilanaslszineaaraiaunu

nowwoUnds:ouluiana
Taaffusimiasiaddadaluszauluiana (molecular diag-
nosis) ldsnnliuvildnawisanuiiadnfszduluanazasiea
WBAETIHe 881903192219 asnTalNTIRadanIsLaann-
SINETLEY 1 LaswaanI-51aaTINe 2 (Ol-thalassemia 2 trait)
lﬁl 1 aa L % a a a
deldanunsaidaseldanmsasramsiinueedlulnadu  (Hb
typing) & nananuudsamnsandsnesanmwduaiaiinig

21189y (deletional Ol-gene) uazaiiaf liHNTIONRE
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28481 (nondeletional Ol-gene) ¥lHutielsauaansaadiie
Wuriiedaanieg  deaziannmaniveddnafinaieguazias
JUUIY (clinical severity) AuANANAYU LNDINNIUHULUNNT
Shwuaznstlaenunizunsndaunaziiaduauu
> gﬁ =2 a o I a $%4 Yo a
aedudeiianuaniuiiazdasiananwacuasdu  (geno-
1 v a A o v v
type) vasuaarsaadiisazyildidila anunannanaues
2MIneedain  shandeanuaszutinlunistlosiulsaladia

vsaatiiasalUluaman

weNSdngMa:MsHuoslonoaihsIaadiie
waavhlnaiiugu (Ol-globin gene) muanmsaalnadiu
Feagiuulaslulan (chromosome) ¢ 16 luusazisuaslas
Tulmnazduaaviiiuagidug (duplicated) deiulusunvisas
uoarhduazd 4 Sulaglunaazdrevadlasialan (haploid) as
Huoarriiu 2 fiu (011 and OL2 genes) Taluautnfazdanwms
w098 (genotype) \dawdudmaneol OLOL/OLOL
anuAalnAnsane s winuLasvesiaarndudfad
M3219WY (deletion mutations) FNTIUANINIUUIIVBIDINT
an . . ¥ oo Ao o d
neAddin (clinical severity) azuagivuaavduivivnin
(functional gene) Hwanagivirla Tuaulnfazduiviwmiing 4
a a I v a A . .
gu luwnzsiiauaann-snaadiis 2 (Ol-thalassemia 2 trait),
a ! v a A . . a
winzziauaani-s1aadiie 1 (Ol-thalassemia 1 trait), Isala#ia
v a A a a a =3 . .
nsaadieaiadlulnadudy (hemoglobin H disease, Hb H),

o

wazdlulnaduunSalansand Waaa (Hb Bart's hydrops fetalis)
0

[

ATHAUNYNATNN 3, 2, 1 waz §umu§i’mumgﬂﬁ 2

anwazpasuaanifiu (genotype)
o2 [eA]
woavhEulnd (OLOL / OLOL) —.—.—. .
o2 ol
- \ . | ||
Wz waarn-saagEe 2 (- oL/ OLOL) n o
oz o
- . o o N o N
WInzria waanWi-snamaLda 1 (-- OL / OLOL) ™ ™
oz al
o - - | |
Tsasdadifandia Slulnadwdy (/- O 0 n
a2 ot
- ao o | |
Tsedlulnaduuninlansand Avada (—-/--) 0 0
sUn 2 waasuaarhduziinfifinisananie (deletion):
audnd azdunviuihildudmassden ()
waarhuaiiaifinisaname asdufwdendan ()
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g: a ad v Vv % 1 lﬁl 1a

nananduenuiadnfnnuldtesldunnisnlufinng
amzaasiaaridu (nondeletion mutations) Ainul@luilszang
TnadatinvasdlulnadunouauauiaiSe (Ho Constant spring,
Hb CS) uazdlulnadutnis (Hb Pakse’, Hb PS) *° winzardia
a A - A | @ a | @
Flulnadurauauaunalse ilauasnuiunivesiawear-snaa
a A =) I v a A a a a =3 L4
Fife 1 Alamadulsasaadidoria Flulnadulds-nauauaun
d139 (Hb H-CS) vihuaadeinunuwinzaaedlulnaduinies
v 1 > a 1 v A A =) )
Auasudunneaiawaan-saaddle 1 azilamadulse
saadiiesia dlulnadudy-Unnie (Hb H-Pakse) A9L&ang

Tu31n 3 uady

waawduun

anwazpasuaanifiu (genotype) TosTailesnigl# 16
U

waarhdudnd (OLoL / OLOL)

a A a Cd a
mnzaiadlulnaduaauauaunadse

(ool / o)

wnzadedlulnadulne (OLOL /7 O7°OL)

Flulnaduds-aauauaunalse (- / oL°°QL)

Flulnaduds-thnies (- / ™)

uansuearuriinfilaifinnsuame (nondeletion):
aullnd azREudivnnthindudvaosdsn (Il )
uparhuriiafisinisueme andudmdssdan ()
Flulnadunauauaunadse ([ )

wazdlulnadudnes (N)

2IMsmonatinsooGnItuwK:

va & a 1 v a A
ptduwveriaaani-snagmEg 1

A (OlL-thalassemia

1 trait) azdalantias (mild anemia) M523L8aA AzWLLHALADA

a = . o a 4 .
LANNAWIALAN  (microcytic)  LaA@RANN  (hypochromic)

waldidutywlunsdndda  lidessnen  wazlafasdu

Uszmueinae

Anduwrsriawaan-saadiis 2

Y

2 trait) azlaififfymizesde lafidymiduguniwlaidasiy

(OlL-thalassemia

A Yo o vaa o U
wanlgsunmasnelag  1E5anazyinewld

o a v v yva & a A a
YINuBLAL NI LN Wz aia EIINIﬂa‘LI‘H

Y

& a al a a A a
aauaLaunayss uazdlulnadudnien QZNq%ﬂWWLWNQ%ﬂuﬂﬂ@l

Uszmueinae

=1 a
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oIMsmonatnzovgnidulse

Andulsalafinaneondadifiostiadlulnadudy (Ho H)

a [ a

fazduanuTuuLTIzaseIMINARinIvaInaNg  Aauade
a =3 U =2 A a Y v 1
wisaiantiagautsiaiunanuazdanin diwiesaz 75 lal
gavlasumssnunlaanslFiaan Wwesiasas 25 a1aaniludag
v A = & A o a X A aqww

VLm‘uLaamﬂummwi@mmwmmmmimmamauhﬁdﬂwa:
Faasnniilasaninzidaianuasuan (hemolytic anemia)
ddulsaladnanendadids siadlulnadudznauauaun
aU3¢ (Ho H-CS) wazdlulnaduidzthnen (Hb H-PS) 813

'
a

aa vy oA A = Py A
‘m\maunaz@mmmm;dﬂaﬂﬁiuiﬂauum“n 1@un ﬂ’]iql“fllﬁ%»lﬂ’]'i

FWadeluangilasndn Huseidmsldiuidandrwaunnnit uaz
AI Y =) gj 4‘ k7 1 dl a L vl o o

SulauiRenassuaniiongilasndnilaiiauiuiie Ho H dwiy
mM3n323319melutae Hb H-CS waz Hb H-PS azwudndims
w3duladnldanda (growth retardation) ldxnnituanain
HUGINUN1ZTa (anemia) waee (jaundice) @ula (hepato-
megaly) £1ula (splenomegaly) uaziialugeiin (galistone) 16
annEtheriiadlulnaduds (Hb H)® emsuanimieaddn

A9 19N 1 WAZHANITATIANHBIUHTANS | Feisn19199 2

A13197 1 LLammmim\maﬁﬂmaq%ﬂw Hb H, Hb H-CS waz Hb H-PS

21MIMINANN Hb H Hb H-CS uaz Hb H-PS

$augihendnu (au) 125 145
ohiisumaiiane ) 1mtss 15121
Usgdamslasuiden %) 29 50

v v
owgilmdeansausn @) 12+45 3t25
mswsny liauey (%) wurfesun 15
N2FA (%) 58 65
o =)
A1a0d (%) 24 27
auln (%) 6 11
Thula (%) 15 24
z L
Haluguiid (%) 10 28

MsasoINoKURUGNMS

1. CBC Hihwazdaiedlulnaiiu (Hb) wiaszdua
v A o 1l v oA & A = A
Winduwaadan (Het) i adaiiidadanuasnusnaidaban
w9 (MCV) waztSanaaasalulnaduluidaidonuas (MCH)
= v 1 1 a
HumauaanInalng
2. Hb typing asrartinvasdlulnadulufithedlulnadudy
awwu Ho A, A, H uaz Bart's wazlufihedlulnadudy
ADURUAUNFLIS azwu Hb A, A, H, CS uaz Bart's fisans1eii 2
30923 Hb typing dnana3seail
= AShdeeundslunszualwidn (hemoglobin electro-
phoresis) Tuasinaunsralagifiualuaaiuldiduntes
4 - ¢ oo a et am
= EsasanRasziriadlulnadudnlusl@ (automate
hemoglobin analysis) ffaatiuriiuunwsnarsfivansadeldun
HPLC (high performance liquid chromatography), LPLC (low

pressure liquid chromatography) waz CE (capillary electrophoresis)

019130323 Hb type lTuaudnd winsvasdlulnadunous
wAUNaLI9 (Hb CS trait) Hihedlulnadwds (Hob H) uazfihe
Flalnadudraausuaunayse (Ho H-CS) é’qgﬂﬁ 4-6 PN

3. N199373 PCR (polymerase chain reaction) Wuns
A77AAT1e zAulaiana (molecular diagnosis) ilosannwne
Fiauoan-snaasiie 1 wazwaarn-s1aadie 2 ldaiunsa
52188833 Hb typing HananmMIasIa PCR Wunsnsaa
wndenaansIiadamsnluassAneunann (prenatal
diagnosis) maﬂ@:ﬁNiaﬁLéﬂ\Wiﬂﬂ’ﬁﬁQﬂL‘ﬂuiiﬂLLBaWWﬁW&Iﬁ%Lﬁﬂ
Adanuguusssidadlulnaduunialansawd Aviaaa (Hb Bart's
hydrops fetalis) ffaatiulsswennagudivzalssSauunndansn
THuSnmsasrannzvasuaanisaadidowazdlulnaduriand
&re354 (PCR for Ol-thalassemia) ®1H genotype Anutas

A
ATNAITIIN 3

n.e. > 5.A. 57 | sIeEOie 13



A159N 2 u,amNamsmaamqﬁmﬂﬁﬁamimmEd'ﬂas;l Hb H, Hb H-CS a2 Hb H-PS

MInsrMmeronl jiams Hb H Hb H-CS taz Hb H-PS
Hemoglobin (g/dL) 8.5(6.9-10.7)* 7.2 (3.8-8.7)

MCYV (fL) 54.0 (46.0-76.0) 65.2 (48.7-80.7)

MCH ( pg) 16.6 (14.3-24.7) 18.6 (14.8-24.8)
Reticulocytosis + ++

Hypochromia ++ +

Hb type Hb A, A,, H e Bart’s Hb A, A,, H, CS l1a% Bart’s

* mean (range)

AN 3 LEAYHANIATIANIRULVaIwaars1asTL e lae35 PCR

» PCR for Ol-thalassemia 1 %#@ SEA deletion (OLOL / --
» PCR for Ol-thalassemia 1 i THAI deletion (0LOL / --
» PCR for Ol-thalassemia 2 %#ia 3.7 kb deletion (Lot / -at>")
» PCR for Ol-thalassemia 2 %#ia 4.2 kb deletion (Lot / -0t*%)
» PCR for Hb CS (aLov/a™ oL
» PCR for Hb PS (oto/al™ o)

SEA.
)

THAI
)

215 21413 212 21121029 28 27 26252412322 U
Hb A
o 0 <0 [ ] ® W 120 W \éo 1w 200 20

Hb A2

A

M0 W W WO

;:‘ﬂﬁ 4 uany Hb type 289aUUNA azwu Hb A wag

A, Tusnifn Hb A 96.7%, A 3.3%

215 gy 2

HoH

Hb Bart's
e,

HoF

21121029/ 28 27 2625242322 21
Hb A

Ho A2

—— T . o < - T —— - ——
¢ ® @ @ W0 120 W0 160 W0 W0 220 240 200 20 W

gﬂ'ﬁ' 6 uany Hb type waviiidudlulnaduwdes (Hb H) azwy Hb
H, Bart's A, F uazA_ &Lu%ﬂwimﬁwu Hb H 21.6%,

Bart's 2.6%, A 74.8%, F 0.4% ua A2 0.6%
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n “© «© L] W0 120 0 180 10 200 220 M0 200 2 o

a5 Ly I

21121029 28 27 262524 2322 21
Hb A

ba

3UN 5 uad Ho type avifidunmzaasdlalnadunauawnun

#1/393zWU Hb A, A2 waz CS 1uwm:ﬁﬂ‘ﬁwu Hb A 96.8%,
A2 2.0%,CS1.2%

21121029 28 27 26 2524 2322 1
Hb A

215 21€13 212

Hb A2 Hb CS

W00 20 M0 W W X0

U 7 uaes Hb type vasiiudlulnadudraauaununailse

(HbH-CS) azwu Hb H, Bart's, A, A uaz CS Tussiing
Hb H 19.5%, Bart's 1.2%, A 76.9%, A 0.6% uaz CS 1.8 %



mssnw Hemoglobin H, Hb H-CS, Hb H-PS

1 maguaguamlfudouse dsreanlsadeldiduiuge
ey lwdnasldsuteduliasumada aanmasmeamuany
wnnzanlddnlnatlasanniinszgnuiaidszdndie Tudlngla

4' & a | P v a
mig‘i.lu%imﬁ:ﬂ:l,ﬂuwa GHGRMBLG vLN‘?]'Jﬁ@NLW ANWINTHHA

3

'
A~ |

a 1 =3 ! % a g
Laﬁ@l@@ﬂ‘m‘mﬂﬂaﬂiﬂﬁ:ﬁﬁa% LLa?NQZﬁ@WWNWﬂ“U%

'
o

2 2w andulseasiiifiaidanuaananiss

Y

1978

WENENAZLTNALR DA A AN TUNNALNUFZININBAZESININ

' '
a

Aauln@ astiuasSulszmuaimsniaanwnilusaugs wu

9 U

d L I clldA a A ! % !
WaFeT AN RSB IURITNHIATHUKATD Tvlian E’J%N']ﬂVLG]LLﬂ

@ | X o ) = A )
Anaasngg ansevnamaiRzgnih ldaiediaiaauasld a1wns
A a A PR ~ = = A | @
Aesvanidseldun  amnsisemangenniduiieamau Gu
= = 1 I v
\Raany 1Raaln udu

3 #1 MssuUszmusnIonfuluian (Folate) azalelasw
Timss$afdadanuasidtihe liassasnthgufaaidseniu
anszanadusnfisemandsdudtedlanmanaminiiu

DelLLA"
U

4 naasnmamzunsndau  fihe Hb H dulvgjldfianns
(asymptomatic) HTeNeaantios  laenaldunndazsinniia
NN 3-6 WanNaNTIATNMEIAEIUgs Tahwin ansiasy
Wwule Anazunsndaunwulaun

4.1 nzdiaatad1eIas? (acute hemolysis) lunsdi
nildigenaiimefioira  omsiinuasidaansdidudunio
A a =) [ dl Y A a d‘y
viefdu  MssusnuLWndNama g uaslivienmsialre
1 |dl o U % = a &’ dg = =
aulwmLNasnmm’ﬂmﬁﬂ@mam’a"mmamu AMTaazi

v

UL 1umm°n6ms°@mmmmmmaa@ (hematocrit, Het) iy

l:"IA

191 20% wnndaranasanlHiiaen
42 ilupuhd (galistone) wuluditheilvg azflams
= L% a U dl q.ﬂ’ a o
widas thaviasinulinalassnn luseiguhddniauazny

#ildige nansradanirmnvialugasiias (abdominal ultrasound)

wuﬁﬂuqeﬁwﬁ u,wwﬁa:ﬂmmwﬁﬂﬁ@ﬁaqeﬁwﬁmw"ﬁam%

5. psldiAee uwnndaznasanliidaslunsainganin

Imﬁﬂﬂé‘iﬂ’m Hb H lidndudasldFuitanudiae Hb H-CS

waz Hb H-PS "Tj\‘iNa'm’]iﬂ']\‘iﬂaﬁﬂﬂi%tti\‘iﬂ’j’]?J’]Qﬁ’]Lﬂ%(;]la\i

9
1 (%

Esuidandunssnslaeiidotsdnasduslulnadu (Ho) s

N1 7 NSHABLATANT (g/dL) WaaszAuadinduvagdon (Het)

Hoanin 20% msliideadiulngidunuulszaudsraanin

'
A a

A59A317 (occasional transfusion) &utaaNNaINITTANING
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