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eAmlafiainen MAINANITNENT AKUNMEMERI A3 TITWENA

naeirtiasavh (oL-thalassemia) WWun1g
fsimsasasnolnaturiindavh (0t-globin) anad
(o) veydmasndlauAuds (o) Hucwainh
Tuglsalafinaundsdidosiio H (Hb H disease)
mvzﬁiﬂﬂaﬁum%w\lﬁimaﬂ (Hb Bart's hydrops
fetalis) Qv ﬂeiummsﬁtﬁmmmiﬁ abnormal
hemoglobin o #lnaliug (Hb E) way B-thalas-
semia $IN6N GUA AE Bart's disease uay EF
Bart's disease

fu OL-thalassemia fafubwiugnas fiflana
‘qnmnﬁqm‘lﬂan‘ wuldnnluwouaidunyiueen
@ w5 ivd) Feariueenidadld saitang
dvossemaliioumiinasiadion faduiuid
meaneesfenmEesui i finondas
NUMIWLANNNYDIIUAINGY

amrfimmilumeangiiinen vhliRmsduny
naweMlvsl fendaaiiy o-thalassemia s
i uenaniighssnsnaeenad e luneaudun
spmmAeUnfasBuiifietu Lﬁ"aﬁﬂﬂzjmsﬂ%uﬁl%
Tumendtin uasmawennsnilsn ananuHaDsEu
Oi-thalassemia TiioUssdwa gumstiaain
msfiadaanmiae mmeanuiulafiags Founena
fazldnamnlunuasdundaty

1iuduaiu 8 woeimeu 2542 uacli@Ran 19 woeRmeu 2542
Faamsdunduatiufade fwgy. s dulnins sninlade
W MAATMININTANENT AUUNNEFNEASRINTAENIR 2 Tun
WTIUN IAUNNBNYUDY NJIWIWY 10700

Molecular biology 223 Ol-globin gene”’

Qué’aﬂﬂnaﬁuag’uﬂaﬂﬂwﬁ 16 Tudhumig
16p 13.3 %aagﬂidau\lﬁmmmaqmaau‘uﬂﬂﬂﬂw
?‘hdéﬁu (subtelomeric region) Ustnaumeutiu 7
AR L,vCvyo ya,a, o
ua 6 Busdamianenu 5 {uéfa 3 5am5en
M O-globin gene cluster

fu ¢ afumalnadusiiedons Fadudm
vsznevtasdlilnaduluszesdnsle do Hb
Gower' (G, € ) WAz Hb Portland (&, v,) F9zan
UnMaIMEMaegasIn 8 dlam

duu o, ez o Hududéy lumsaseane
Savilnatu WaUsznauifiu Hb F (a v) Tuszey
Wéfe uay Hb A (o B) Tustusndsnnan M3
ynowmanddeseduiiusona v 4 Tade an
Toslulaw 16 Fidheiiu

dwmduy Gy oo,y oo uduies
(pseudogene) Aaicdaanelnatiu dam 61 (@3
Dt iussummludagiu
doutsznauuaclasssdrevasdudanh lnadiu (31
1)

1. ﬁ'mmUQN Ol-major regulatory element
(OUMRE) 30 HS-40 iasannifhushumiares eryth-
roid specific DNAase I hypersensitive site (HS)
agphoaniu & Tuma 5' (upstream) diuszer 40
kb AmenRaiueuML LCR (locus control region)
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100 kB 150 kB 200 kB
1 L) T
0 10 20 30
telomere  HS40 l ! | !
) Inter- HVR (1 ya2 yal a2 ol 01 3'HVR
X - w— /11—l - vV

] THAI
e S | -FIL
e e S N N e ] -SEA

U 1 UFAIMTNNN wavshunnafidnénylu oL-globin gene cluster Wasn1y Ol-thalassemia MAGAINMS

NAMLDIE (XZ (1GH (X1 1%‘1)33“’!@1\1‘”8

4 B-thalassemia sumiasanamaniuiiduees
trans acting factor e NFE2/AP1, GATA-1
LAz CAC box protein Sonndmaas HS 40 fma
wmely a-globin gene fazlisnsnsnvnomle

2. @M ol-globin gene cluster Falsznaudng
B 7 dhumkaanam Snnaduuaghumisagig
ANUNEEa (telomere) vy faust 170-
340 kb Lﬁadmﬂﬁ polymorphic length variation

dUD9 OL-globin gene cluster Way DNA ﬁag
w30 Ysznavdne dumisisiuaeia G-C (fiu
wan T Al family repeat %@Lﬂundmm
DNA A unsgneiacionlédne restric-
tion enzyme Alu I ﬁﬂmﬂﬁ%m MU (variable
number of tandem repeats : VNTRs) tae Cp G
island &89 G-C riched DNA ua¢ Alu repeat
Ao 54% wae 26% 09PN mENNY DNA 1
NNA

wwdenfubufismnelnatunein Busavh
Usenaudn 3 exon Alasadulustin oy 2
intervening sequence (IVS) 38 intron ﬁagc«%u

tlu o Ay o Sanuamuadaiuaehaann
ssnmoneeaedadusmelnatvafiosan i biuan
ghai  wawieludiu IVS 2 wae 3' non-coding
regions Wit FuaneafsREE R LA

MalaAIDaNTBIEU o LINNNNEU a u
Fadm 31 FaurtwioreaEadurinau
ansanvae umaslasssdag
(structural variability)

lA596519%09 OL-globin gene cluster fANM
yannvanesnn anmsasuiasludduses
DNA WA WIUYADIEM dafumasnan point
mutation gene rearrangement La¢ gene conver-
sion AMIMAITVMANEFINENY iasamsas e
0O.-globin uasamsasdlulnaduusiacnle usay
ﬂﬁsﬂa‘nﬂuﬂﬁﬁﬂmmamwm’*‘mm dovanis
MsAuENEMUE ungNTUsn
anamanvaneiAaaulaan

1. Hypervariable regions (HVR) L‘fimmﬂ
VNTRSs %38 minisatellites Tiumviasnge) gu o-
globin 3"-HVR, inter & HVR wazmelu C-like
genes (¢ intron HVRs) ua 5-HVR Faflushumis
il HS -40 Modaay

2. eMNUANG LA MILEY O-like globin
gene

Tussndamnmsaninmsuanyasugudou
gnalaslalandi i Aeaulunssinumsus
L‘ﬁaéﬁdﬁﬂﬁﬁ unequal genetic exchange AULNG
vevlaeailin o I 4, 5 v3e 6 fu uar Clike
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gene e 3. 4, 5 way 6 B

TosTulesfiditg o 3 dumis (triplicated OL-
globin gene) wuldluizmnsdaudsoeay 0.01-
0.08 ustliwuemufaUnG whuiiu homozygous
state 789 NMNLAINA

vananideaanyiiu £ Westhien wniiaz
WuC, y € mand Twaduasiusanidiesld
Wy triplicated C-globin gene (€, W &, W oo
fiSoar 00902 loeiowzlumain Melane-sia

3. Gene conversion (A USEWIIITMWINS
ynWineiu C-globin gene 2 s £ €
:ﬂuw?zflu G, uar y & aaalnd o G, Mo
Julniaeusnan QZ loefdsuauasmainam
Talsiuanenamiu
ANNAALNGTYN IAG OL-thalassemia

ammAnn@ lasssasssulanaiivilms
anemnedarhinaiuanas vie a5alile wesuun
oanldifiu 2 nau

1. wfefiiimszewmneuas O-globin gene (de-
letion type 0t-thalassemia) Faduduilnajuns or-
thalassemia Musznelng utseanldiiu 2 e

® (-thalassemia: {NANNMINAMELDI
ot-globin gene Fava (o ua o) vaaiauis
yaoulaslilsndt 16 ravila BoTiAnanmathe
ddLfiwas DNA szwhalaslalas wuvlaifinginoua
(ilegitimate recombination) A1N recombination
284 non-homologous regions Jagiuwuriinyas
MSIEWETEN 14 LURTmaarsiuiname
waneaiiuly leeidulvg) a-globin gene avana
el 2 B
® uiiewas mutation Afmerlulsune

e oun South East Asian type (_ _***) %J‘WU
Uaaﬁqm frsmemntlunnn 17.5 kb GousiAtm
109y € aufls 3 HVR (usunwdi 1)

® g THAI (™) uav FIL (_ ™
mutation WUINMINAMERANNENINGREA O

globin gene cluster S')N‘/%d Q-gene ﬂﬁclmziﬁmi
et embryonic hemoglobin (&g 61%71‘50117;&]%
homozygous state 289 mutation FINEN VNI
whadausioyassitions uansonngaidiu ho-
mozygous U89 SEA type V;azﬂaamaaﬂmlﬂu
yranLAaeh (Hb Bart's hydrops fetalis) uaudeiia
Tunme compound heterozygotes 989 _ _**A
way M awinWiiAeynsnuuy Hb Bart's hydrops
fetalis 1@'1’9

HOMAINE MINAMELBIFIM regulatory ele-
ment Iﬂﬂi&iﬁm‘ffadﬁudaﬁmm Ol-globin gene
cluster tat) Ailnadudnue ci-thalassemia o
asmeFarinadulaldgutuen

® o'-thalassemia: Hinanmsnamely

983 OL-globin gene WeNEWGEN 3o Namaly
s Redudugries (hybrid) ilawilavida
OL-globin gene 1 gene

mmmﬁaqmﬂ e oL WY oL S
wmilauru (homology sequence) W 3 Ghumug
38 X, Y, Z boxes LﬂaIﬂsIuImNNWL?TWQﬁu ey
Fumines DNA ameieaeuliannng (misalign-
ment) {iasn@umieia homology SR
o Az o as‘jmﬁ'auﬁu lavfia crossing over
983 DNA 13104 homology sequence ¥ [Wifia
msthesdues DNA sewindlaslalam (reciprocal
recombination) Lﬁammﬂwﬁaa‘ﬁpuﬁm unau
Teslleaididl oL-globin gene 1 £ uasBnlaslala
# 3 8 (triplicated o.-globin genes)
990283 OL'-thalassemia S wuwn i 2 wuy
(Uit 2)

1. 4.2 kb deletion (-a*?) AN unequal
crossing over WMU31an4 X box Y 1% DNA 151004

M lafieinguasngamaaiuinislafia 7 9 At 3 nenmas-fueneu 2542



222 Fus AsenBe uay 197330k sulndas

0 -globin gene nemely 42 kb Gunh wie
leftward deletion Whawne o o -globin gene 1%
chromosome ‘VﬁN aﬂIﬂﬁ([NI‘ﬁmuLﬂu aoo-anti
4.2 § a-globin gene 3 Fumu (;sﬂ'n 2B)

2. 3.7 kb deletion (-

crossing over MUS1ID4 Z box YW DNA 53919

a’’) f@N unequal

o uas o nemely 3.7 kb Bunh #He right-

ward deletion @ -0°7 Wa¥ cLOLCL-anti 3.7
msneneuiuaiusfiodatma inde-

pendent recombination ﬁl.ﬁm%m’\"m restriction

enzyme i 3 780 Ao -o*7' Ao o1 like

371

gene wistu -o®”" flu hybrid 2998u o uay

71 869N crossing over MMEUNALY

o Uz -l
Umegams 3' 289 Z box vhlhimdeudiu o
globin gene \Wers 1 Bu (;51_1“7; 2C)

Tatusnansnasiariatiosans -a’’ thalas-
semia MENATA polymerase chain reaction
(PCR)*

dohiuriiafifiu triplicated O (OLOLOL anti
3.7 uar ooet anti 4.2 axgnume i lusewing
Mawms dosndusonamlalldfnanudms
dodesnmBy  BwAtniuBu o-thalassemia
penalsfiona MMmeuang 257590 Sulwias uay
ALY WUAME triplicated gene MINANDNSDLAY
16.58" FniacldimsinmsolUfsemnaifiuig,
gaaudianan ussnnslne

Snsmutemsfnmanuamunsnlumsassae
FavhinadulaemeUssdnainszeiu Hb Barts |u
o' thalassemia WuEidl -0’ " 4 ‘Nmuwa
wisatavssmesainaduldfind -o' fanda
ueitu o uammf:ﬂéuﬁlﬂu o dafh o like
gene dnaasEiuma 5' avadmeiy du o usidm
fwdama 3 sumilauiuiu o fensnanaaane

Iﬂﬁ‘l_m\l@(ﬂﬂ')'] o GY)EJ ‘NRLQWUJ%LWT]U promo-

tor 7098 o, § effect fvnlimsuaaseontasiu
o mnmmu o

LNE] a -thalasserma WUTINNL Ol-thalassemia
agh Wenuwmmastudavhlnaduanasain 4 wmae
en 1 bimsadeens o uay B-globin bidaga
pehean & [B-globin fdu dlosnlisl o
globin wasnIugiy asyasiuiin B, 38 Hemo-
globin H (Hb H) 4o unstable hemoglobin 3¢
anaznaulwgadifindounaiofliy® (grunniime
AN 40°C) Y ISindanuauanynaede Lay
Aihednag athalsfmudisbinumenun 1finva
o*-thalassemia fisnaiuaziinadoamuazaIms
LLﬂ@ﬂut{dj’ﬂ’Jﬂ hemoglobin H disease Ausnehatiu
o

2. giafanadadndlulasiairenas a-
globin gene (non-deletion type Ol-thalassemia.
o) il 1un ndat point mutation i
a, Wﬂﬁﬁﬂ unstable globin tgu a9 ¥+
Dok gyvansien oy Ml & 55Ty TnadiuiiAe
Siafiusmn Wlasasiy of-thalassemia Aagvils
AN Msiuy Hb H disease 19"

%0783 non-deletion type Ct-thalassemia 43
winjaefigaiumulng Wssnndesas 1-8) Ao ens
Aenin@i terminal codon (TAA —> CAA) ?‘Mﬂﬁ
Aamsudasvissts wasiimssdunsnasiludiaan
31 ¢ (s 172 6) e o Feilossaa
fRnUn wanBanifiananiiosan mRNA 789
a® gnihaeeiy RNase enzyme $1t ANNA
Un@danan 3naflawty o' -thalassemia oy
T Oi-thalassemia Ty liAeNgN2 M Hb
H %ﬁ@ﬁﬁ Hb Constant Spring (CS) 68l %dﬁﬂ%
flenmspwusend Hb H emadn@™? waluudzes
amsgedeuwdu anusudulumslesuidan ms

Fiadn MINTRNUIWIMU inclusion body way
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yol o2 al
—. . N
1 OCc > ] aocC——>
X Y VA X Y Z
A

l—= oL anti4.2
e
! 1 4.2
I 1 -
| NU—
ya,
Anti 3.71
aoo
3771
-
Wal a’2 a’l
[ m | — Anti 3.7 1
------- Eeelmme—— = oan
- S i g
| S— | S——
Wal a’l
W(ll 03
I 1 Anti 3.7 I
______.L___:I__t ol
W e | | oo | —I 3.7
e R —L —a

gﬂﬁ 2 LEAINA INMTAA OL"-thalassemia 21N DNA crossing over Wag X reciprocal recombination

(B = leftward crossover, C = rightward crossover)
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204 315 Ssene way 237930 sulwias

15304 Hb H waziilu homozygous Hb CS fi
anfimagasyeudlalnadulszanm 9-11 nSa/
oa. wadlshalaleiguiin
P d. (7 6 G A
MIANIMIUFLUULYAIVDININTRALNALRD A

8wy o D ALILALAN

uaad Hb CS
ArnauLLKINTBTadIE e ALas I Eu Ry
e o Tnadufitin wasiusumiingadifindon
A9 B-thalassemia Y WAAAMS oxidize Wil
edaN free oxygen radical AFFNANMEN heme
¥38 hemichrome yhl¥wenSanmaasnas Hb H
ailafifl Hb CS femaquusend Hb H s33um
wazluneneamsauusniendfungs B-
thalassemia

fHaflanufaUndulassas1res o-globin Bn
nLia f‘?}a‘[mudauslwnjﬁﬂwﬁm%uﬁuﬁu oL way
fnadamsaswmudavhlnadusnn 4 initial
codon mutation (ATG —> ACG or GTG)*? way
dinucleotide deletion ﬁ@hLLﬁ‘l«iﬁ‘Lﬂﬁf’gﬂéuﬁumi
wLleswiel (CCCACCATG —> CCCCATG) defime
NuNUOUARESISHEUN Srasumumainnu
1038 o Tumstheuta du mrNA Tawlis
nivmum‘s compensate WMINNUIDIEU o,
s

frwouil o fifluaeudoiu o ofugiu
Hu o"o/ofa % mutation NMSUYITLS
(substitution) sumra poly (A) addition signal
(AATAAA —> AATAAG)® Feflnaammsvinoms
098U o domswAsudumiauanmedis RNA
clevage site Mitany 3' LLazﬂﬂﬁqumLﬂa‘iﬁﬂ
i mRNA fflnmepusafiaduioy Hb H vie
FeruAnUndisiia non deletion type (o't i
WUTINFUNE oL -thalassemia #96n8LIN@ ho-
mozygous O.'-thalassernia WIRALAANMULEINTILN
WUU O'-thalassernia trait fRENAUREMIIN TR

sushala wuy Hb H diseaseldigu of finusan
-0 i ool
m}'ummsﬁtﬁimimﬁn O-thalassemia
anmerlusasfinunmy o-thalassemia
sy e m‘lu‘s.,u.,t,l,snmslmwLflumﬁ
WA (co-incidence) Wlasniiss@anmizehafny
Ietoelunganisznns widasnarmsnwsan
Fmemnimmuiian lnmatugnassdivh b msita
sosiiintusaniu uwonblgamaduazemadla
Tudmsmugumaynaueas a-globin gene 6@
At
ATR-16 (alpha-thalassemia-mental retardation
syndrome associated chromosome 16)°’
Lﬁmmnﬁmwmmﬂﬂmaaﬁuﬁaaﬂiﬁnmﬂma
(telomere) 2a3laslulay 16 91238N contigu-
ous gene syndrome ilasaniimawasuiiing
Ghl,mmmaq%ud’mmaﬂﬂﬂﬂeﬁmmﬂwm (large
chromosome rearrangement) 21N translocation
vaalslalanlunavewsi udrehemansntiagn v
Aeaulviuy de novo Alé wenaniididnan
NI truncation ﬁLﬁﬂ%uU%L’Jm telomeric se-
quence o chromosome A3N817Y 2,000 kb
ynnlaller
TmmnmjmUqwﬂaaumwﬁng’mm‘[miﬂm 16
(Band 16 p 13.3) iWusreietseanms 100 kb auilu
FNLMUIIDY OL-globin gene cluster vholtamiuas
Duchurasiufimuauiiannmsasaas ms
windivlaesln uavfiu tuberin Gadh tumor
SUpPPIesSOI gene ﬂEjJJ‘IJENN:ﬂ’JEJ ATR-16 2viMs
m@wnmjadEmmnﬂmuIquIcmﬁh*uumﬁshaq
7 (iﬂﬂ 3) e lneduien 250 kb fay
fiwammufia oL-thalassemia ynevely 2,000
kb SearemounqueMYas MR critical region fia
vhliAan Tt o eeu (mental retardation: MR)
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100kb

Telomere
o-globin gene
cluster
o-thal
250 kb
(‘rmcal
region

o.—thal |

MR o-thal

2000 kb MR
APKD
TS
2300 kb

gﬂﬁ 3 UAAUNUTZBY Ol-globin gene cluster %aagu%nmﬁmmaﬂﬂﬂﬂfﬁu 16 (Ml band 16 p 13.3)

way wnvastuduTimemely (size of deletion) ﬁuwa‘lummﬁﬁmiamﬂumms ATX-16 (daur/asam :
Gibbon RJ. the ((-thalassemia/ mental retardation syndromes. Medicine 1996; 75(2): 45-52)

$dY wazNNeRe 2,300 kb flavAar o-
thalassemia i]zytywa'au Iiﬂi@l‘ﬁﬁ(ﬂ adult polycys-
tic kidney disease (APKD) waelsm tuberous scle-
10sis

dlasnnalnmafinnmy ATR-16 Sanamain
yanemuawnraslaslafinemy  omsuat
IMIUTOIYDINGNDIMT ATR-16 3HONHUGN
sharuldann ﬂp'ﬂuudmmjmmaamn::ﬂtyrma’au
WanmafoUnd wazanouinagy (dysmorphic

feature) AWUTINGNE EWSUMPAITRSLNMY O-

thalassemia L§8901¢E) MINTIANU inclusion
body Wahisiadaaunshy incubate dud 1%
brilliant cresyl blue

ﬂa\lﬂ‘ﬂad ATR-16 ﬁﬂﬁlﬁﬂm’lz monosomy
a3t Wasnmamamemadashla 16 lunila
$ha uaesanfiAeMIMendin Baimihazfa
antuimelududuredufienugumasdisiu
?is‘jmmshﬁty‘lumim%zy Wule wasWamms
(critical trans-acting factor) %138 81aLIusHEYR

receptor WAt signal transduction Mia ¢y lu

Mmimsladisinguazagesasuimalaio O 9 alfufl 3 nanmian-fiueneu 2542



226 Bis Flsenfier uay 197330 diulndas

NIYLIUMS embryogenesis Ale Fofudnwais
namdenu dosage sensitive gene ms‘mmmsﬂ,ﬂ
WA 1 B Sovih B wardafisndul
Weawa  uasilemuReaun@ lumedydiulauas
WannmsradaNaaLeTazaus masn

ATR-X (X-linked O-thalassemia/mental
retardation syndrome)”‘28

dunguanmafidnenuesousnbudnmedod
mygsausutiuilym¥e wawwy inclusion
body Wfindanuad uianmsnsReaaueisms
yeongiinennaulinumaiennGaas o-globin
gene cluster usioehale®

ANMIANNMIELIT linkage analysis TINTU
quuumIthemaamaiugnsIx fsrasm o
FIUYIENEYINNIA (X-linked pattern) &%190
fvuesumiseduihiaufendaded Xq 13.3 39
Dushumisastuiai XH, Fafulisiulunszna
980 SWI/SNF Gofinifiiu DNA-dependent
ATPase LAY putative helicase activity §u13n
AILANUALIIEIUMNIOMTBIEN  MaTonwTy
DNA uazmsuenzadlasiulasluszoy mitotic

XH, audushnIugNMa UMDY a-globin
gene %asg':ﬂwﬂdummi ATRX atasanuhil
mutation {ReAwiUEMIuUITINGT Larig
618 XH, mRNA

UBNMHEAN Ol-globin gene uWdiFah XH, N
AnadlamIRsuarNamMITaIENaILaTa TNy
B Sy ATRX Snnsemifidou
dupdeadaiuinnd ATR16 loun many
srwaluwhiifeUnd Ao whwndn v
epicanthic fold agNWuUW mid-face hypoplasia
wnEndugamumissiende Tasfitnaynni
Suihhnuulés Saflthneneds wastu edutm
A duqnuaindivhne lna

anwuzddyandsensfe wuenNRaUNGIas
DY NUNFGILS undescended testes, hypospadia,
micropenis Y38 83tnuneMeUanaM eI Ly
NsuweWies (male pseudo hermaphrodites)” ™

dmsumalafieinenin nauwuRsmaTmATE
Tusesuglalnaiu ﬁdm‘lmgﬂnazﬁm’h 10 g/dL,
MCH éhnh 28 pg Uaz MCV (&0 (< 80 fL) ug
AihesndudmovnnilimumanEesasingm

29,31

e MIINaSyAeIeWEMINTIANY inclu-
sion body (@84 incubate Miu VMW 4-24
Falag) @olndmsasram Ho H $ed% electro-
phoresis UARFNITETWY inclusion body ¥t
3N (0.01%)° FoumeItadeAadasandumsdinds
WUULNUIBINGNEIMIONNE TINAUMINTIAIM
Hb H athaaui uay ame’w’aaﬁw%mmm Sl
WiN WLNSAT99 mutation screening T09EM
Tushumssonann  asansnsoifiadiunie ATRX
letsSovay 28%
O(-thalassemia dawameqmmwﬁmguq
AU hiiemsrmastu o thalas-
semia qﬂw‘immuﬁtﬂuﬁu‘wmmadmmﬁu o
NBU oL-thalassemia ﬁﬂﬁﬁ selective advan-
tage famsfndonmEe® wnvms Giulamesde
snn3ulweaddithe Hb H disease WAt 0-thalas-
semia trait /1Al
wonniradifiaidonuns thalassemia 7
6‘1ﬂL%aﬁdgniuimmtau@uaﬁsiat%ammL‘%U“Loﬁ”andw
wedUnG® datithimmuna nfiigaiAaenms
\TARMIALADALAY thalassemia YNl antigen 984
#owaBy P. falciparum Unnguuialed wa
1N red cell neoantigen 9034112 thalassemia 7
uaaspanlddsnnnifindenuannd  Wedins
Goige

Tnenumua NNt SN oL -thalas-

Thai Journal of Hematology and Transfusion Medicine Vol. 9 No. 3 July-September 1999



annSNefunaaTlrindanh

semia (-0°’) funmzanasAenge™® Tudihe
ruasidansumssnsd ulsmentng wu
maeudangelugifl o thalassemia (fu 3.48
wh vaeemUng uazwurh 6 T 9 Teasioy -
oo femssiwdangs Tnenalnivhaufendas
&un blood viscosity fdaau Wosnndinden
989 O.-thalassemia HNMy rigid La¢ overhydrate
FIMAUMINUN free hemoglobin Way Hb H
ANTRULALIUMUMINUTDY nitric oxide 49
\{u endothelium derived relaxing factor Tums
muauanaswdan biligainhy
uanmnﬁﬁaﬂmmmﬂmnz Ol-thalassemia “7;
wus”;u‘luﬁﬂfm sickle cell anemia A¥ANA reno-
protection lavan glomerulopathy ﬁtf]u conse-
quence AN sickle 1" Touderminuindos
fumnaraasindesfiinag uaviisey mean cor-
puscular hemoglobin (MCH) ﬁa@ao
athalsfionn Siufuwiasdaasimsdnmdnann
lsdasqidanu Tulsudushen ey
MsAn¥ CL-thalassemia Iwulszinelng™ 542
‘luaé’mmsﬁnmv?iammm'qn'naawmz (oL
thalassemia trait) LLa::mwﬁ"naaEu Ql-thalas-
semia AwlfinafinmInTasyiiures Hb Bart

227

Goneneeeio doliuienin Tnaawclungy o
thalassemia  ©193¢lsiwy Hb Bart smewmaiie
electrophoresis Lﬂ&lﬁ\lﬁ

Fmsfinmeningnues oL-thalassemia wavdl
Punulumenal mawile warmanzueaniaes
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Total 2298  Total 2238%  Total 229E%
Ol-thalassemia (SEA type) 13/406 3.45 0.0185 5/106 470 0.0236 21/192 11.3 0.0336
OL*-thalassemia (—0(3 7) 55/406 1354 00735 20/106 18.80 0.0867 34/192 18.0 0.0848
OU*-thalassemia (-a4 2) 11/406 2.70 0.0328 1/106 094 0.0193 6/192 3.3 0.0363

Triplicated OL-globin gene 68/406 1658 0.0814  3/106 280 0.0334 ” : .
Hb CS 6/406 147 0.0242 9/151 590 0.0485 5/192 2.8 0.0330
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