dlulnatuan (Hemoglobin F)

ulnalu Avasls

8lulnadu (hemoglobin wiareafe Hb) foansiiidu
dulszneuiiddyludnidonuas (red blood cell) iwth
hireondiau (0,) Wgdshevossneme lassasrdluiana
yosdlulnadulsenovanslusiuntonin  WWadUles
(polypeptide) Senduqinanslnadu (globin) HGHERN
81 (heme group) @uvasBuaziinesiwiu (porphyrin)
fumén (ron e Fe) Juegludimmeunin wwduriu
pondruiiothluidediusininuesstame

Tuauuniglulnaduluglng (adult hemoglobin) 9
Judlulnaduie (Hb A) azlasefiadadszneumelnadueg
2 afinaneueariinadu (alpha globin chain Wiedandue
71 0 chain) wazaneiusnlnadu (beta globin chain %3e 3
chain) 98198 2 e Faguil 1 annsnideudugmslase
a¥19v03 Hb A Iy o B,

AuUNAdBege  azlivtnnazUsunuvesdinlnadulu
USsnaufnniessnaiy wuludlngjazialulnaduie
(Hb A) 97.5%, 8lulnalwe 2 (Ho A) 2.5-3%, uay
Flulnadudn (Hb F) dewnii 1%

Hemoglobin Molecule

red blood cell

B chain w 4 y
& helical shape of the
polypeptide molecule

JUN 1 wandluanadlulnatuelueuund  Ussneumeaeuearh

waziuilnadulu

Flulnatudn Asezls
Fauinsnisas1edlulnadu  Aawssuusnidudau
Aatl MevaagadaUTUSInAYIEvTeegR (sperm) Ufaus

[ 3

fuwadduiudnevgwiol (ege) wmialusgoui
Bundn Buudle (embryo) dwzinisad1edlulnaduves
g (embryonal hemoglobin) vhuthfiidugisuusn
sonifionuasidld 7-10 dUasiazadne Hb F uieads
szSundnegnamiien Adadlulnadu (fetal hemoglobin)
A1 fetus mnedansn emsnlunssiongldussua

7 Wou M15nNazdl Hb F f99gvinvuniiuin 0, ndlulnalu

10

SAUNANR PoSd

¥9411901 (Ho A) IagnszurumsuaniUden O, W1uMesn
AaaudRves Hb F 9zlimuannsadu O, (O, affinity)
1afndn Hb A
sovniuidlennsmaaenyns Wnusniia (newborn)
2wil Hb F USuna 50-95% fwdeazidu Hb A nonds
AaU3unn Hb F avanasdess waglumanduiul3unm
Hb Aasiiiutunsfeiufaeduinisads Ho A sheiile
winfleny 1-2 U UsanasTalnatuiiny azwiloufudinule
Tugflvg) gmslassainiaves Ho F uaz Ho A, asilu @y,
waz 0,0, MUAINY
fuiimruaunisaiedlulnaiuluaigsnag
luauunazilasluloy 22 Auavlasiulaume (X, V)
1 ¢ Inslulongil 11 szfuiiegueanguiusilnadudu (beta
globin gene cluster) Usgnausie twilnadudu (beta
globin gene %39 P), wadlnadudu (delta globin gene
vide 8), unsuulnadudu (gamma globin gene via 7
i1 2 ¥liafie “y waz *Y), way 1OnFseulnadudu (€ gene)
Taslulougi 16 aufuilogueanguuearininadudy
(alpha globin gene cluster) Usznausie woanlnadugu
(alpha globin gene %38 O 3l 2 wiinfe OU1 uay 0.2),
wazdsnlnaludu (zeta globin gene w39 ()
woarhlnatuduiuiuilnatudy Aunisasiakeai
wazsuslnaduiadu Hb A (0,,) duueailnaduduiu
waslnadudu  aunsafaseaiuazwadinaduindu
Ho A, (0,0, wazusaslnaduBudunnsusinlnadudu
Aunsaiaeatiuazunsusnlnadudioidu Ho F (0,Y)
AaguN 2

Beta Globin Gene Cluster
Chromosome 11
epsilon gamma delta beta
6 A
- {1 [ [r——
5 \j l l 3
Hb F Hb A2 Hb A
Alpha Globin Gene Cluster
Chromosome 16
Zeta 2 Zeta l Alpha 2 Alpha 1
— T [——
5' . 3

3UN 2 wansnguuiinaduguuulasiulengi 11 uwaznguueaiin
TnatuBuuuleslulougi 16 lu msmugunsadnHb A, Ho A wag Ho F

UNINAU o LUWIYU 2556

/



Tassadrevesdlulnadudsznavanelnaluezlsing

glulnatueUsznaumeaisueanlnalu 2 e ()
uay tinlnadu 2 ane (B) @euduHb Ao, ) Blalnadu
18 2 Usgneumeanauwaanlnalu 2 a1 (0L) uaw AR
Tnadu 2 a9 (§) Wewdu Hb A (0, wazBlaulnadu
Wiuszneumeanaueanilnalu 2 ae (0L) uag unsai
Tnadu 2 ae (y) Wewdu Ho F (0Uy) damusznou
TasaasrsaneTnaduluslalnatudn fsgui 3

3UT 3 wansaneuearilnaduuazunsusdilululnadudn

Flalnatudnnwuldluniazladng

Tunmzun@ (physiological condition) @1u1sanu
USinaudid Hb F gslumsnusniianaznisisnssd Tuame
ﬁﬁmimammmqﬁuﬁqmiu (hereditary condition) Wu Hb
F gihunadiuienda@ille (Of thalassaemia) TsALugn
sdadidloaes (P thalassaemia major) wazs1aadidle
dumesiiiy (B thalassaemia intermedia) W B tha-
lassaemia/Hb E wenantiudmuldlunmyvesugnsda
#idle v1evdla (B thalassemia trait) /1#isl Ho F gemng
ﬁ’uqmw (hereditary persistence of fetal hemoglobin
v3e HPFH) uaglsndifausad (sickle cell anemia) 715N
Meeguniandeise (hydroxyurea)

venantuneiintuedumends  (acquired
condition) 3¥WuU Hb Fqﬂuiiﬁl‘umz@ﬂv\la (bone marrow
hypoplasia) uziiadiniony1 (leukaemia) AouSyTOYA
\Judie (thyrotoxicosis) kazagi5eiU (hepatoma) Aauans
Tupnsnadi 1

UNINAU o LUWIYU 2556

M13199 1 UanINIsANY Hb F geluniieeingy

n1zUnG

- MSNUIALAA
- MSReAsSA

N12ENUNTEBNIANIIRUTN T

- lsAuAuAsaaTIuIes
- lsaudsndadiileslulnatud
- EvRNUMEIRaTUTa
- panluAsIaaTe
- ameBlulnadudigs (HPFH)
- lsndRawadfisnwidedunsendeisy

d’ a g 7
ﬂ']'JSVILﬂﬂ‘UNLa\ﬂ‘Uﬂ']EI‘Wa\‘I
- Tsalvnszgnile
3 I3 =

- yziSadiadenu
- lanszgnadradaieniaund
- seufusesmiduiiv
- uziSeiy

oyaziaireBlulnaduauengsineg

naUfaus fageu (embryo) azdileAusn (york sac)
a$radndsoulnadu €) Winduewusledlilnadu devnidle
yanluasssienguntulsznaidieudi 3-6 #u (fetal liver)
szaunsuilnaduindudlilnadusruazdlelndraen
wisiilvgjazdumihiivedunszgn (bone marrow) ag
Sunthitlunsa$audlnadu Redudlulnadwe s
muaulivganisaiedlulnadufify  wasBunisaig
slulnatudilmisunindnsUailnaineesdu (switching
gene) 9gn18lAN13AIUANYEI LCR (local control region)
Fagui 4

Yolk sac Fetal liver

Bone marrow

Globin synthesis (%)

Months post-conception
Gy Ay

Fetal

=

Embryonic Adult

UM 4 uanseydsuazUTinunisaisanglnaliu (globin synthesis)
Tuesineg meleinsiiiuves LCR (local control region) U@3ngsiusi
Tnaduduy
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Hereditary persistence of fetalhemoglobin (HPFH)*

Hunneiliinsasaudlnadudunalvfinisads
wnsulnaduannty (persistence of fetal hemoglobin)
WAZIAIINAENOAYBIBUNTD Fondnduiugnssu
(hereditary) ﬁaﬁaﬂmasﬁ'j’nﬂu hereditary persistence
of fetal hemoglobin WieWeugeiliu HPFH Azivilal
nsase Hb F e e1nshisuwse daldann awvewse
WeBAN N UlANANE0E1TU INNTTNUAAITOITULATIN
Inadudu (single point mutation of Y-slobin gene
promotor) wipannsuamelunguiudntnadugu
(B-globin gene cluster) viliinmsvinmeluves O uaz
B-gene wu “y(yOP) waz HPFP-6 2azwulSunas Ho F
US04 9.9% uaz17.2-20.0% Auddy fidumvzues
HPFP azliifennisesls Fadntes MCV sdntes ey
Hb F 2g5¥1314 10-20%

Delta-Beta thalassemia [(O[3)*-thalassemial’

wasLuiisdatidle (O thalassaemia) Wunmed
1N154AAIDONTDILNTUNEU (Y-globin gene expression)
wazlsifimsuanseonveanaduimdu (OP-globin gene)
9xflmsade Hb F g Wadenuasazfindansfivuinén
(hypochromic microcytic red cell) ﬁgﬁlﬂuwmz%ﬁ Hb F
FENIN 4-18%

HPFH-6/[3-thalassemia waz HPFH-6 /Hb E*

Wusaafilledumesiitiie (thalasemia intermedia)
FWAn1NEU HPFH-6 aufuludnBu was HPFH-6 aufu
glulnaduddunud1du  a1n1snepalinaslisuusingim
maasuURn1snu Fadnties awadiadonuas (mean
corpuscular volume wio MCV) ddnties asiaiaiies

N & A a o . = I
WRANULLALRDALAIAAEFNS  (hypochromic) HuWIALAN

12

(microcytosis) As1atinuesdlulnadu (Hb type) agwu
Hb A A Fuay Hb E Fanuansiy dthelisndusiodldiubeon

(non-transfusion dependent) N1saludinlnalAgsuna

G

Hb F TuauundwuldluuSnaiides (1%) uagazwy
adlufnusniiavdenssansssd uenanamednannay
WU Hb F galuwmizves HPFH, OB-thalassemia viselulsn
B—thatassemia major, ﬁ—thatassemia/Hb E, HPFH-6/
B-thalassemia waz HPFH-6 /Hb E Fsflausndudos

o A

Winsiladengnieaiioaslinaununisinysiely
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