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Thl-Hyeob Ro: Abnormal Hemoglobin

Hemoglobin (LAT Hb 2}z EgREI S MidlA Moz BEE utsi 4ABMEES v+
el = —fY] axEAE . Hbe 5F& 68T hemes} globine 2 =ej glz Hb
9] A4 T2 hemed] s U 7] 19284 Fisher o 9 8to] ¥1a] 3 20} HEHS <! globin
o) fLEEES HIg st Amel #fTE 2A = AL 19554 LIgke] delo. Globin
& 5 FE polypeptide & a-chain ¥ B-chaino] a; B9t o] & [MMHEHEIR Hoflol
7 heme2 ##9] polypeptideo] FfE4 ZH= o 3ot

a-Chain ¥ B-chain®] AL £4% EES #ETS XEE o FEAL KF2EH
E#iel a-chain ¥ p-chaing wl=t EETFE wed. RWEY dF44A4 FEEMNH
polypeptide§ == EETE & A% FE 2 FEHEY T BEY chang 4R®s=
=2 F% Hb sfo] &% Hbg ZAA o = WBE#EAHo 2T SEEER ¢l polypetide &
wh= = HETE He A B peptided wHEX E3loz 2pye s JEiFEEm Hbe
FE T JEIERAYQ] peptide M-S 14 globing REs=z gl Hbg Ry Hbojz 3tz
o] A9 AFo 2 At IEH HbY AFo] MAMLRE =e PO MHD HEHA R
e REMmEsiiEo] st &t

o] FEHY fFEmQ AL HRFMBMAN 2 HFERMcel =t HRFMREMS HFRY
BRG FRR vebve —Ee BmERMmMEA 19454 Pauling!o]  {kale] o] AImEE
o) k- HbSztz e 9= £% HbE 71zl Ze) waizld. HbSE BEE: fstd
BoLAe] =W JEMRECE 1/2002 #Hs] o) sicklinge o7 @A 7] FELEA Hrh

WA B BEIAYT Qs MNIREANEA 2 BES 4T BEHLE 407
o 2 £fge] Eted 2 #irhiinmY Bk B4 T REM KB

a-Chain#} g-chain®] —iig= 196148 Braunitzer? o] 2]8}le] r-chain®] i 19624
Schroeder® ¢ 2]&}o] 523 ¥zl o m d-chain o) s A9 WA . &% Hb
o] 3%y HbSe) gle]A 14182 = a-chaing normal a*-chainz} #iErl 23 U6ER
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%] B-chaingl normal gA-chains} twhz= o} (a?,85) BA-chaino]A] &= N-terminal2 H-¥] 6 =]
amino acid7} glutamic acideld] HbS¢] g-chain®] 71-& ]l valinec 2 #FHA 959
Ingram®e] ¢} 3be] uha @ th(ab,p% Gul-Val). Amino acid #h}e] vl gde] a-chain B
B-chaing XTI MaFie] HEM MR (R < WIRE - BB - LRER - OJuFiE - &
# ol RERQ] BES F7 JokrtA = MERE Epste AR Fas SERAA B
HAEIM-S Qo7A 3= Aot

i Ingrame] finger printing itechniquess®% ¥ &3 ol el7tx] SWFEY BECR
Hbel g We: @dEz BEIG oM o W @e Az RHE Hbe ¥R, =2
G SHTeF EERRR ERTFS BfR, EEBEIY #B FGNE RESASE veled
2 =2E 732 Y.

IER Hbel 478

FEBAY Hbx 2% HbA (A-adult)elz B =x HbAZ 3¥ hemed A7 globin &
DNP#A A MfEo = fiks @A 7)= DNP-Val.-Leu.s+ DNP-Val-His-Leuo] #Re ot o]
WE=Z Rol [ globin® Val-Leug N-sFfio 2 &% a-chaind Val-His-Leud N-RKige
Z 3g f-chaino® Heol §l8& G4

a @ p-chaine] Zrghise acetone-HCIH® &K o @ p-chain®] ZRvhllk, REMH
BREKEEY 2 AL Chernoffis'® 25 o 2711 Hikol BRSNS ol &L Ftkel ==t
5EES a-chaing] 4F&ELS KB 15,000~16,000, S-chaing 16,000~18,000% =] o7
B VTRER 4= A gl ’
HbA%: a-chain 2ff9} B-chain 2ff{2 o] Folxl af,ztE= polypetide chain HFES 713
globins] hemeo] 4F §E&= Zolmz o HFES 64450 o] th. wetA Hb tetramerz A,
o Gt {&fhe] A= fREER) o] dimer == monomerE Hth & apfyr—2afc—=2a+2f A4
tetramer, dimer (symmetrical)$} monomer: FHE FHGIREA glom pH 6.5~10.501 4=
FE tetramer® 1FfEsts pH 4.7~6.5%% pH 11o] 4 &= ¥ 2 dimerz pH 3.5 LT 115
Y ke A= Hbe @ig siA =), =8 Mol o3t M ga Ag ez sk oA
tetramer 2 LS = o},

IEHBA Hbe| a-9 p-chaing] olv:xBEAIEFE Kt 2 A2 ¥ o
B-chainf] & frfFe] 2L ollxfigoz Hzlo] 667w/l Yz Bt FRL Bt &2

JAlany
#Ee] 45%0°] o}, = GlyS Thr, Arg—Lys, ValoLeu, Phe—Tyr A3 A2 u]<3 ofvlx
Wder t

Moz REE #Ael 23% B0TH)elE dreAE A4 & opnlxfor AU
TH) o Fo] Aolx o] rH(9THED.

ol spzte] ash B} A= wl4dt (EREEE At utE AL hemest FAdtel BEE
Eirste Hb fzke) #me o9& #AY #iEL ddsads T Yo

¢ Hbo} GFEEEe] = MEES ol Sated oA & —EF HBRES 7/t T
HEE o9 4 o it #iEs g g suds HEEE ddde & A3l de
A R 2 B2 &£ By Hbe ofv]xEsle] M—ox @$omAx vhze] BHIE
EES ARz 9. ®ESY B¢ KBS BEdgs 9=A A3 aREEE
ox ¥ 5 glorz el REE wieb = EM] =e OB e 98 Hbe M
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T em = zuEzle] FEES gt
£% Hbe &igix?

19604 Journal of Hematologyol] #35=l u}$}zto] alphabet AofjAl Q7tx2] A({H B=
Bt S (Sickle cell anemia)d= o] v] @y} R AHolnzg adz RBEIHIE o=
BOH AR BERE ®RE Hbdxets vrlx alphabet® FEA &= 4 24 BA
W4, WEFRAS ol =8 dtglvr. E#] BHRIKE), chromatohgrapy, absorption spectrum,
alkali 3G 2 BMESS —BIGEA 938te o d 3 BE Hbr) i) Aoz mEs
A& # olv] #AF2s alphabet f¥%E ¥ 55 slof gl

A= BEH Hbel peptide chaine] REo] REH A& & 2 chainffgis Fstz ofvl:f
o] KTt et MEEM R = FHT o BREMAL FHESEE stz gt

ol itell WEHFVkE) =+ chromatographyffie] BHEF=Z ®ol HAbe AL H#o = o
ol Axrh whE BENES S fast-Hb, ¥ =2 =2l -& slow-Hbo] o}z EfgstEd o A4
ol = ZHETTEE " oold AMES BENKS BE fdekdted oF doh.

TE REmaFEe 1 B

HbF(Ip5d Hb)— Jabie #E4gz 7] 3-8 3 A7 & HbP'? (primitive) &, 3~4f@ H¥H £
AR 1I~2fA7A = HbFE z2l oz Ak 9 3(gHel s k¥4 EHRAC 714 HbA=
i o, o]l ERio R B ozlefe HHM H9 Mite z HEFol o+ gleAe &
gHE BRE 9 ofdA Zoh

HbF= HbAo] Eusle] @ael 3 FSol 27 | Fol JEiIFHel @& Fasist of
7 HEe Hbg szl A AEmolstz &gl HbFE 186648 Korber'¥of fkato
alkalic] ¥{q} Kpitko] zchs Aol WHEH YoM @, tetramer® o] WS A= gl
7-Chaing- glycineg Nf#o 2 & A o]w Schroeder 2 Matsuded] '@{’3]-01! chaine] #&&7}+
HEP s

HbF= [EHBAS IMmiirhe] = 7o fFfEst=] @xut el A9d SriEkgmn i
AR MR &89 A7 9ok, 28y o) Re] GEsE otz wbEo)  HHEEM
OB FEEYRRe] vEli A ok Tl % S high fetal Hbje SHETFE 7131 AbR-
<+ JBA0l =lej= HbFe] jgitio] A< s]o] HbF7} 2 Hbe 9~10%% A stAgl o] vtel
BRI A= EHel L = ] % el 9l A$= gich. High fetal Hbise [
shol HbF7} IE# AR o] @45 22 thalassemiad) A= 4 27F 9},

HbS (Sickeell anemia)— HbSE & 43t FlEks sickling GERH)E o= A sickle
cell anemiag 7}4 9] ®Fo] Qpide HEHS & B Hbol gb519 & 5048500 BE
" Zlol= obztulobe] A fhREste] BAMO] Kool KMl A SE EEKol . 19454
Pauling2- HbSV etz gyiabgict. hellAl 493 @ wpebpro] k@pos 2o a-chaing [T
oA=L fchaine] glo}A] 6fzfEe] Gul-Valoz Eid zols %S AL glutamic
acidqld] HbS¢| B-chain®] .o 9] valineo 2 Eiaslo] 9l Aolh. 19494 Pauliing,
Itano'” = sickle cell anemiai= Hbe] mutations] PAE #fio] =] OFREES] BEel ol
H7l A Eo “GTHR" et ERgel ol o).

Sickle cell anemiat= Mendel #:Hilo] wlz} EMEEH-S 3o 2 HEs ol A wE SRR E
FE DL REESREANA = Fiskiel ERERASA HbAS} REmEs HbSH $hiFsto
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sickle cell trait ¥RBBO] R vt &ML o]el vz ¥i=ch 2V WECoE 3y BREEETE ¢
% homozygot = [FEUESIAEES] EEE HbS =& BES7] A Fd BACl H7) gid 3t
ToatA "oh 3714 Bt BkES A4 HbSe| RAUE SRR Bl heterozygotq] HbS o} 4
oS ¥ 2 malariar} w s, 453 oh=e|7tel FHMAAY HbSE &3t Hilkk
ol 4= malarialf#9] 4ol Wik 22 malarac] & 5710 HWetcle HESIE B
F3lte who o,

Thalassemia — Thalassemiat= 19254 Coolleyo] #3te &= BMERME Fdsts
EEEs Ry —4 Coolley’s anemiaztz -t

Thalassemia & Ffigsts @ETE 2 RS RLOET MPBAT, PR gol
W= Jomg #wifie ==t Mo s F23 Yo

Thalassemia majore A AREEC] ™ H3 WA =& o BEE 99 sy
minor: REERREEE i) 20,2

H#: thalassemia’= a-thalassemia9} B-thalassemiaz R3PS vl Bi#EE a-chain G
E I Aoz BAGAA B HbH(BOE? =iz Hb Barts (7)7) ol Har}. o &
& FAGERso]l HbF Aol FulEsta of# A ZFEste 471 B2 p-thalassemiat
p-chain £ HREE} FEHEC =& ja5idk= HbFE EFEmez wHEe REg e H4s
22 HMER £3F B4 dx Aoth o HEEJ BAC HA&= HbAS AAmel ¢
o] o] & fE3tr] Ydte B-chaing zZFA @& HbF (F-thalassemia)$ HbA,(a.8;)
(Ap-thalassemia) 7} gHEo} 2] o] &9 & &o] HWindrh. HI 75w HbA&EEo] 5~7%7
A @inElcbz dbe) a-thalassemiac] A &= HbA,= 1F7E3 4 ¢y ol -Fo] HbA,9 HEEA
24 a,p-thalassemia s RHFT 5 9l

HbM (Bm&)— HbM:= HFEME 3l methemoglobine] =7 4$=z MKy
BAHE-S . o) 92 HbAEMS HEEst« 2 HbMelz 3l9 o] Hbg 71 ifi
e 2R =gZig Jeby] | Eol —4 BIRS.P ol stx e AI-g Vel = BE
Hbgo] ot

ERFA RS HbM xantakes®® 2 (HbM wate) & BiEDT ZIUHRY —f#o] 9 a-chain
o} 87fzE9] histidineo] tyrosineo & [HEifagl Zolm &' Bzt FRTF Uk —H B
BBz HAx BEuHb pirEahns 4Asaigd 194558 L L#EAREAdAE= 2E Hby
typing, amino acid sequence 228 W7E7} BT fhilizHmze] Jlz HKE zZHA 9=
AEK ERT EEHUL B slo] A% EFERAA 160~1704:%-<k 5K . 20t A Zh5] of
o® GEERS AREZE HbMolo] 196047 4eM%5e] fistel wWalxlo=s HAReY £#% Hb
P ERE A = Aol

HbM 1warst= HbAX T GffE] £4 2w TRk 2 271 471 =l Eo %5H papert
starch gelo]| 4] FEZ EHIEy] oz Hb-O,2 dled pH74 A agar gel electrophoresis
syl HbAR Y Bko 2 & W] BEIY] ol fod SEBHESF doh. o gho] o]zl
A% o] $h3bd BRTle] FRE o #EE gloh

HbM xurume® = 19604 BARE AfXKA Aoz BRI Yo o] AL Hb-Om 2
A agar gel electrophoresiso] 3t} HbAS} T 4 ¢loo 2 HbM rwared} B2 Ao
BFEARJA T olvl e BREE Bl ohio] f-chaing 63(ziES His—Tyrz [FEifeso 18-
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o] uha Al o] A& 19634 Canadac] A B = HbM saskaton® FEl—#dde] & Ao,

19584 ol A xS HbBM poston® £ a-chaing] 58f7#e] His—TyrZ @Efax A o]
196048 Swedeno] A FR.=E HbM cornewsere = Z2 3 HAR Ao KEFEHEEZ 5
e 5#td HbM osaxa®d thE 22 A Eoldh

Hith B Hb—HbC? = HbS oh&o] BRI Ho=R ozl shviiiAel #53] wol
SrEE el glor el wheh 20%9 RAKES ez 9leh HbCo LB f-chain
o] 6z Glu—Lysz #irsd Zol= Mithal glutamic acidz} BEEMEQ] lysineo 2 wh] ol
7] 4 Fo HbART BEE L =],

HbE® = B-chaing] 26{7Ee] Glu—Lyso 2 @Eifaxlo} 9l pH 86014 HbCe w7t
BEHES Jellz gld. BE Hbol & HKMWeR ¥ = ¥ gt AE= gl Hb
C.D,E %& KRR EEER] 9l A Eoln Swisse] A e Hb zoren® ¥z 2 3
B BRRAVER] gl sulfon®fe] Jgffol ¢l ste] A% HiMKEREME o7 B3 &
# Hbgld] BEZAE 2 Ad& ¢ & 8o

SEAL R Hb
IaA BEE I 9= Hbo) BRI Plgte] {HAMEHS 2 EEMo R v Ro £« B
Aol 3 Bigesh U1Es] Ees ol A5 Rk leid 8% HbY 47/E 49 24 Thail-
and, Burma, Cambodia ##1= HbE 7} £ 2 4o = FEIkEe = HbHr}, =
b kEEel &= HbMo] gtz d8 dex iz dolx MERR AAE 2 £E7} &5
7 b A BARTIG EReE o8l e AKERQ e ek Wb RE Hbe
FHEEYS 24 &% 7l Bl

ol e} zo] PhfEd] v WIRMS MWK == BRALH £+ 6-2588lS = HbS,
HbCe] RAHE} & BALTS ®ELHMS Bilnfie HeSe 2 5# Hbe) screening
test7h LJELS] EEso] ok #EET EEIFHLEEWIE (US. Naval Medical
Research Unit-2)¢] Dr. R.Q. Blackwellg} screening test® HEIFIZCe7] 2 &5 o 1966
4 8H HlXkE KEPHERS] FA 2,1104] Hske] screeing test3t #HHF 149 #E Hb {#
HEZ RS BEMA L BPERKBHERERN st HbG rarcustz 43t 2R
&35 guk dTh. 196748 6H H2XE AE ¥ KEMIRSY BLBE 4,500%¢ Hete] £
% Hb REE A AA Bl # 14, KHAA BT 184S wkKstdch.

ol 7tA WEIAS HRoZ T HE Hbel A3 HFE o R fhEIo™ 19634 U
W3 sh 196448 JEEA™o] o3t ZEAMMIE] A a-chain@®Eel Hb rukvoka P Hb
Kacosmazk R o 151 ook,

O% HEE FEMSRE HbG tarcue] KEEE  RIH: A basorption spectrum, alkali
denaturation, chainanomaly 3! probande®] FRIEMNZE L FWI BEEBKEE Pate] 0 3
ul 9leh. HbG rtaecui= heterozygoto] ] f-chainanomalyqle] uhslxorn] #<3ste] HbG
TAEGUS] {LEUREEE VR uk gleh ool osbwl  B-chaine] 22f7ES] glutamic acidrb
alanine® 2 (=l gl g0 (@B, 2204412 wral o},

WE) A AR HOI B HOG rarove] diste] chasbgte] MBHEA S KAk s
who] .
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1. {5 670044 449 BE HbUREEE BRI Eoz o R o84 3] =4
Ee 0.06%S REMERE FEHEES ez gl

2. TrissEDTA-borate (pH 8.6)& A}-&3F vertical starch gel electrophoresisoj 4] HbG
Tarcud] BBEEE HbA ¥t} =2 HbA,u b whar] HbFx = of7t 1wl BEHEE
veh s gleh

3. Tris-EDTA-borate buffer (pH 8.6)& pevikon block electrophoresis& 4l A] 3}
HbA,» HLG rarcud Zfistgl o= &% Hbe & Hbel # 50% 9+t

4. HbG tarcue] FEyREHFE S  urea-starch gel electrophoresis ®  canine-Hb} 9
hydridization test CEEELRED 2 #ATR #5F P-chain anomalyql & Wi o

5. HbG tapcu IHI7EY alkalisito] ) #3177 2 absorption spectrumE FE I} IE
ol Al

6. HbG tamcu fRA#e] 25 H (G40 wete] £ Hbg Mi#&dyt KE=E HG tarcu
E 7}x heterozygote] & ool W,

7. B HbG Tascue] H# globin [B5-& 4#tsts Al Wilson & Smithke] vt} a- g
B-chaing Z3@4% Ingrame] finger print technique® 714 amino acid sequenced WE I
u} p-chain®] 22f7&¢] glutamic acidr} alanineo 2 B Zloloh! (ayf, 41,

8. HbG tarcus 44T 3 cased] RF Hbx oA f-chain HRMG 0w = RIZFERHR
ke FEo A iR heterozygot @] ¥E Z .

0. BRSSOl A Ed 9y BE HbE Bl @S« BilEx godlzste B

& s oz 5 o
X R
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