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Screening and Diagnosis: of Couples: at risk for Thalassemia

Disease in Pregnant Women and Husbands : Role of Nurse
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Abstract

Thalassemia is an inherited blood disorder with decreased or absent globin
production. The disorder results in excessive destruction of red blood cells which leads to
chronic anemia. The severity of thalassemia varies from asymptomatic, mild, moderate to
severe anemia. People with mild anemia won’t need blood transfusions but the others
with severe anemia need that along with costly treatment throughout their lives.
Prevention and control of thalassemia are essential as were as improvement in the
quality of life of the existing patients. Screening thalassemia during pregnancy can identify
the couple at risk of haring severe thalassemia in the fetus, moreover many complications
may happen during pregnancy such as eclampsia, dead fetus in utero (Hb Bart’s hydrops
fetalis) or stillbirth. Therefore the nurse’s role as important in giving in foundation and
right understanding by genetic counseling for the risks in order to present problems and
allow appropriate choices for the benefit of the families, which will lead to a better

public health situation.

Keywords : Thalassemia, screening, diagnosis risk of couples
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Tsalafinanasndadisle (thalassemia disease) (ulsafidnenennaiusnssuuuuduses
(autosomal recessive) namfte adnuazsnsnuesiidulselafinassdadidoasiiusdatide
wlsiansnsasevenmsRnUnfivnsiugnssy udliuansennsiiendn wing Gaazilifusdatidle
WAVBUUNR (thalassemia trait; carrier; heterozygote) Ui:fL‘Vl?ﬂ,‘wEJﬁ;gLfJuWWW‘UaﬂiﬂIaﬁmmﬂ
siaadifle Uszuimdevaz 36.89 v0sUszyinsive nieUssuim 24 druau waziifilulse
ladnanesnaadiesosay 1 ¥99Us¥wINs MsBUseuad 630,000 518 ﬁéﬂﬁ@ﬁanﬂ 9 1,000 57
vowmennsss agliiudaynsiidulsalafinnesdadidesiaguuse 68 18 Jymilsalafinas
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$19neldladd nenanil SaAnnnsdaieds dsmundnazarlurenieminniiund Aanis
Wasuuasiilunih (thalassemic facies) Anwauzdinvesiiheasmdowuardnna n1siasnyiuln
wdniund gUsumszundy fu uavdhaln lsalafinanssidadifleinansuin fnmguused
wanenaiu lawn nauweanisndadidle (o- thalassemia) wagnguiudnsnaadidly (B -thalassemia)

Tneiisvavdennal @

1. nguueans1aadille (a -thalassemia)

1.1 Teludeiaweainsiaadidly 1 (homozygous a -thalassemial) (a -thal 1/ a -
thal 1) visedlulnaduuiivlenseudiiniaa (hemoglobin Barts hydrops fetalis) lulsalaiinana

sdaBidleyianiausunsannign sindedinnusegluassivienevdinaen

1.2 lulnadulet/ AouawauAaU3e (hemoglobin H/ Constant Spring) (a -thal
1/ Hb Constant Spring) Lﬁuiiﬂiaﬁmmﬂmﬁa%@aﬁguusaﬂ’mﬂma finsaseyAulatnliande

a = & ) o a Y Y o v A
UBINIYM MILAAY AU meﬂﬂm LLasaWWUUﬂuqmm E]']"\]G]E]\‘ﬁﬂ@'ﬂﬂﬁ]ﬂ']iiﬁl@@@

1.3 8lulnaduey (hemoglobin H; Hb H (a -thal 1/ a -thal 2) fAUTULS
WBntasdsliunals aaliennsdavanitesnaliunane Undlusndudesliidensniuiin1sanae

av v o 8 val N o’ = = <& A &
lllméﬁﬂm'ﬂﬁllaqﬂqisﬂﬂLi')@Jr]ﬂLua\ﬁ]']ﬂllﬂ']ﬁLL@ﬂsﬂaﬂLﬁJﬂLaaﬂLLﬂﬂﬂJqﬂsuu

1.4 Tgludonaglulnadumsuataudau3s (homozygous hemoglobin Constant
Spring) (Hb Constant Spring/ Hb Constant Spring) iuwiiafifionisifesunn enanudadntios

Aamusuladntes anansansanuludenlalaenisnsiaviinvesdlulnadu (Hb typing)

2. NgULUAISIaETEE (B°-thalassemia)

2.1 Tgludedaugsnaadiile (homozygous B°-thalassemia ) (B°-thal/ B°-thal)
Julsadfionnisguusann nsganuenenieinliguluninddeu (thalassemic facies) 139018

Wigiulad Sndudedidenves wasliendusimmannniu envsvidedinneuety 10-20 U
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forgduanniu

2.2 wasdadiile/ dlulnadud (B°-thalassemia/hemoglobin E) (B°-thal/ Hb E)
L‘fluiiﬂﬁﬁmmiqumamuﬂmﬂﬁmm WWULABIU homozygous BC-thalassemia Q’ﬂ’mﬁﬁmmi
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2.3 Taludeiadlalnalud (homozygous hemoglobin E; HbE/ Hb) 1ulsaidiaia
Anunfivesaneiudinadu (B-globin) heazlenns@aieadndes Wensradonssnudinben

upslianwuzinilow (target cell) hazfindans (hypochromia)

N13618NaANINRUTNTTY 1salafinanssdadidieiinisateneanieiugnssunuuiy
e (autosomal recessive) lagvisinuazansaagaeigusdagidesiuiuuung 15end1 wine
Faaunsaaenenanuiaunfinaiugnssy uiliuanse1nts Tulszwelve wundfndunive

lsaladinanasnaadilvasiunnsssay 3-9 wivewiedlulnatudsesay 10-53 waragwaanisnad
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RV ERITRY uns
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1. n1sl¥iiden (blood transfusion) nislvidenludUsslsalalinansidadidle
gilafian (transfusion dependent thalassemia) Sl vanefisliidonlineifiosfiasannisasis
dindonunsiildiiuszansnim (suppress ineffective erythropoiesis) mnldonluusinauas
PATINEEL szanansnannisaiaindenuniiiaunfveitaele demalennsmilesuay
goumdsanas ludindnssaivlnung wwsvesihuanawiolilaty Jeatunmsasuuda
vadlassadensegnlnoaniziilunin wazdostunizunsndousiig 4 16 1wy anzaudy

vaendonunstulenas 1usiu

nsRasanlfidanlugioslsasidadifieditoved fed® o
11 gUaedilonisgunsann desdnwseduslulnaduliiegsening 9.5-10.5 ¢/dL.
sufulendusgmdnadiae Q’ﬂwﬂajuﬁlﬁm homozygous B-thalassemia (% B°) w30 /
B -thalassemia/ Hb E (B°/ B

1.2 S¥eU Hb Ua8n31 7 NSU/LATaRS tnens19v1eny 2 dUm

1.3 s¥eu Hb 1NN 7 ASUAATANS LagNUIINAUDINISNIAATNaEN9lnag9nile
Ao M LUaeY (face change) NS Aulatn (poor growth) nsean¥in (fracture) wazdinis

a%ﬁdLﬁmaammﬂuaﬂi“umz@ﬂ (extramedullary hematopoiesis)

& =2 . IV a U o A Ao
2. nsligndusgwman (iron chelator) furelsalafinanssdadidenisigndn
Tusnemnniiu Jufnainsunediunisaadusigmananmaiuemsindudietuildlunis
asadiadenuns waziinainnistisuidenfareiulunaiuiu nsiismmdnuniiu asiilisng

v A

wanllavaulueterzdrdguesinanieauiinanuiaund wu vildiiaweiliaidyu (hepatic

o
[ v

fibrosis) Wlawuindae (arrhythmia) Wladuwmad (heart failure) Wudu datu mngded

& a v o S Y vs aY a a o o & (3)
NITTIUANINY a’]ll']iﬂiﬂﬂ']mua’lfﬂLwaﬂ‘lfﬂsﬁ\iﬂwqﬂq%u@aﬂLLagﬂquUigwqu PNUY

2.1 grfusiamanviadadiessenyiiu (deferoxamine) n3e nawosoa
(desferal)
Jugrdansléfmismsonasndond vuineildluglvy 50-60 fadnsu/Alaniu/fu
Tuidin 20-40 fiadinsi/Alansu/su szozadniuay 8-12 Hlus uaz 5-7 Ju/dUany Fefleugs
gNlUNITUIMNTLT kaZeITTIATUNG
2.2 dusgmansiinduuseniu Jaqiudl 2 aila fe
2.2.1 edlesilngu (deferiprone) anzdmsuiihoorgsud 6 U Julud

¥

a1unsasuUsEmusdiale vuieenly 50-100 Jaansu/Alansu/Au wudliiuay 3-4 AS9 vaa
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919113 {NSUUsEmuElnngIa CBC (complete blood count) \uszasiiioUssilunatnafies
Ao o A o g v d A a a . °
Yos1dAgyAe nlllindenr13talnsila (neutrophil) M1

vala 3

2.2.2 e1dwles@send (deferasirox) wnzdmsugnidnesgmaniiugess

Wesnnlasudenludvguaziinety 2 T Auly vimsenlaensazanei wuim 20-30 fadnsu/
Alansu/du Tuaz 1 afs nousIm1s 30 Wil Henist1atAvsties 1y aduldeniou
(gastrointestinal disturbances) HuRau1 (skin rash) laiguuss A1 serum creatinine wag liver

transaminases g4l

3. msdndru® sulinihilunsaadadenuazyinanefiadonivuney §iae
Tsalafinans srdatidefidindenunsfinunfosgninanaia fhaufesiaundnddndudes q vl
foales wudadn waziunsiaedadonuiniy madaiudadunsdnuegnmis deus
lun1sdindu Ae dhulaun TenisnaleneTedzdiufeagunss vien1Iednuriauiniiy
(hypersplenism) w3edasliidentosnit 2 daw/ adt nadrafssesmssaiy fe N3QATY
swmanaziiniy winfnearvauiifiueglvavaluetorsdu 4 wu du dudeu yhilmdulsa
fuuds W infadenifingstu enaneliiAnduengasluasniden shlviAnmiududen
lutengs (pulmonary hypertension) uenanil dufanisinideldine Feessinaieudie
naunisdndnulasnisuuziilidaiaduy Jagtululssimalvedindu pneumococcal 23
serotypes way Haemophilus (Hib) vaccine f]adﬁJUL?jaﬁ:uauaﬂﬁﬂLaumﬂmiaﬂL%ya
Haemophilus influenza type b Q’ﬂwﬁé’ﬂmﬂaami’ﬂ%uﬁmdau AISNITUIRANDUNIAN
Tngliduusnegnedn 7-10 Surousdn wazidudl 2 Msoniuusn 2 Weu wagndsrirdagiae
fAossuUsEmueUfTuzmud@adud (Penicillin V) 1 Win 118y agades 2-3 U wseauladu
Alve) iseonvdeslasusnaenly

o a <

4. nmswdsudiswadduiudadadon Wunssnulsalainasdadidovin
suuss Pagtuannsavilimeneidiniiduen rudsdaunmdindidtu wiliamsodnugioe
HnﬂswLﬁaqmﬂﬁiﬂ%ﬁiwgqmwm 700,000-1,500,000 UNNHABIY Ll,azmwgﬂdwmaé
dutufindadon fUasasdesiumadiuiuiadaidendedsindede (human leukocyte
antigen; HLA) asaffu lumsguilenadl HLA agasafugiaeies 1 Tu 25,000 F¢ 100,000
fafu Tonaflazmiuiananagitiefidedefidniuldonn nsmiiiil HLA asafuguasTatn
swfuiitfesiififannsafvaiu Jeaedl HLA mssfufesay 25 Uagltiu nisugnaelwadsurine
Lﬁmﬁamﬁﬂ%mﬁﬂﬂlmﬂiz@ﬂ (bone marrow) Wazidulaiin (peripheral blood stem cell) vo4

AU3A nMsUgnanewadauiiindadenlulsemelnedlemalszauanudnsadosay 70-75% "
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UNUIMVBINEIUIALUNNSAANTaINIUElIAlainassaad e Tunganeassa

azandl

n1snsradansendunisdesdunisiiinlsnlainanesidadifienivszdnsaingean
lulasenisudnyseiuavamadiunty Insusenduiusunindgennssdwasaniilalasunisnge

AnnsadlsAnSmugeansUselesl wull Aasuanduinsiadansesiaiiesiesas 65 Futmune

ey aa A

YBIN1INTINAANTRILIARENITaEaE 1007 nadifiilely w.a. 2556 Lsaneuralungaunne 9 ui

Y

T 9R9ATsANUIENINATIATIUIY 21,489 518 Armuandunsianansadlsalawies 2,601 51

)

adudosar 36.24 Mnndaseassaiduninzvedsalaiinasdadidlotmun 7,176 18
Anudufenay 3339 fuifu nenaduyransanssuguiiienudidy Tunslisuusiuing
Aeaffunismsadansedlsa uasnnuaniiunnsiadanses Lﬁaiﬁﬂﬁa@jLﬁsNImJﬁ%umauﬁaﬁ

1. mimaﬂﬁmﬂ'amvqué?amiﬁﬁmmﬂﬂiiﬁﬂ%gaLLiﬂ (screening) LuunN1sENUIEIRAIL
Wutheluessuaslagiu sauﬁu’wszi’aw’mqaﬂﬁm ANuEnUNAluNMsARRAUAsAUneY Useinves
aseunduazlsaafugnssy ethdeyausmumsgualildFuuinisasumunusianAsgIu
suvslifuSnunousasnduaiziden nsdinundeienssdilunne fosinnuaiiuinsae
Fansesnnzing eagldnsuimisnluasssflenadulsandely Jymuesnisnsiadanses
fio llanunsainnuanillvinasadenldidesananiiiamegsisimin fanldinelunadums
Famsatuayulfanannsonnafansedsaldnnaniuneivalaglidedldine venainid ans
AaBuANNNELUING andunoun1siuuims uarliuimadesnlaenisdsanmnevidelnsdn
Ansnunseduideulinnsadanseslsa Weannisiuauassasiie 9 lunssuuinig Seassinl
anflvomdensassdilunmelsalainnsdadiflonanadansedsannndu’® nsnsaefnnses

NIIATIANNRINATIARTILSN e

1.1 msaseasviiiliadenuns (red blood cell indices) Usgnausay mean
corpuscular volume (MCV) winedsUsinasadsvensindosunmilsead uandein dnden
wasiaunlugvseldn A1 UnAuseuna 80-100 femtolitres (fl) wag mean corpuscular
hemoglobin (MCH) munedis Animdniedsvedlulnadudalusameendnuludindennis
wad AunRszanm 27-31 picograms (pg) NsuUara &1 MCV sndn 80 fl way MCH fndn
27 pg asilunvizues a-—thalassemia wag B -thalassemia %38 HbE lae a-thalassemia
iTomadulgiauin o—thalassemia 1 a—thalassemia 2 @ B-thalassemia Ailenaidul@ns

B°-thalassemia taz B*-thalassemia
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1.2 mMsnsaagaulszvendadionuns (osmotic fragility test; OFT) \iodmnses
o-thalassemia 1 waz B-thalassemia Huvdnwiniy ldansnsoldlumsidasoriavesauiin
Undlsl fidumve Ho E uneswenalduauin (positive) unestenalduaay (negative) uag
ananunaUINaslunIzlafine1991nn1svInman wazanauAaUnRdy 9 finu target cell
wu lsadu mswlanadilduaay : liidusdatidle vieoadusdatideovialiguuse 1
a-thalassemia 2, Hb Constant Spring, Hb Pakse fleraudn : 919y o-thalassemia %30
B-thalassemia lng a-thalassemia dlanna Julgiawdn a-thalassemia 1 waru19318ve
o-thalassemia 2 @u B-thalassemia Ronaduleits B%-130 B'-thalassemia dlonani1snsa9

Wuuin Aesdudennsia Hb typing, Adute (DNA) uay OFT sialy

1.3 n137m539 DCIP (dichlorophenol-indophenol precipitation test) Hunsnea
#ansesdlalnadu 8 (HbE) nswdana dldmaau: il HbE dnldkauinnuldieidunive HoE,
HbE homozygous %38 a-thalassemia Way B-thalassemia §ifl HbE $ausme Fesdadennsdm

Hb typing fiolu

2. NMInT9BudumeIsuInIgIu inlaleeds

2.1 nsasaadesiziuiinuazysuiadlulnalu HbA (hemoglobin typing &
quantitation) wie3fedelsalafinanesdadidonazdlulnaduinund tne3d HPLC/LPLC/CE
nsudana AU A A (HbA) dosninfesay 4 envazilu a-thalassemia fwu A A feway d-8
\Ju B-thalassemia §wu HBE (EA) teenindesas 25 onvasidunme (HbE trait) Aiflvdelald
a-thalassemia §1mu EA unnnduiewiiudesas 80 1Ju Homozyeous HbE fifindelaid
a-thalassemia dnldinadsnan Fosdsmsraanuiinunivesduiiuaivnwes a-thalassemial

filunin PCR (polymerase chain reaction) a-thalassemia 1 sialy

2.2 Mn593 PCR iiedudunisifunivieras o-thalassemia 1 way B-thalassemia

fanfinarnsseondunIMEUe o-thalassemia 1 ag azillomanienennuiinunfsiuiuligan

Vibignidu homozygous a-thalassemia 1 fanfuaznssenduniznaes B-thalassemia 713

Y

seillonacevenmnuRaunfsiuiulugan viilignidu homozygous B-thalassemia

3. n1srsladunounasn (prenatal diagnosis) HINANITNTIAANTDILATNITATIA
Y & = g ' = aa o 1 = o T I
gudu wudnludides Junausield Ao nsnsinidaduneunasnielvinsukidaiimisniuagss
&, o o a = ' A & = a = Y] =
Julsesdadilieviaguusmiselyl Tumendudides neruiaasesuigieatunisdentunis

¥
(12,13

M1 TIBAOUAADA TUADUNITNTIA TR KAZAIULEIVDINITATIIAILITA  Aeil">
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3.1 mmn%ﬁmﬁmmmﬁgq (Doppler ultrasound) A130n IR auAlasune
flansvasnssensss (Wszanm 18 dUaituly) nsdiimsnilenadosienisiin Hb Bart’s
hydrops fetalis QENUENBAEITAVILLN (hydropic changes) laun vt aneilala
ﬁﬂ;ﬂuﬁiaalﬁaﬁ;’uﬁﬂaLLaziusziaaﬁaq Unanhasides (oilgohydramnios) snvunuaslng) awes

n1393IaRaUAEIAINRge Fvdien1sdndulalunisidenldititadenounasnvlingnanle

(invasive prenatal diagnosis technique)

3.2 Mszdenangasfenisn (cordocentesis) @1unsavinluyitengassaUssuiu
18-22 §Ua¥ ndvinsinzidendioazionds Iiandniassiueuin dunne1n1sUszann
20 Wil ;Mldfinnzunsndouls 9 Tnaudula wagdpunileuadn 2 dUas Azumsngaue1avi
Trillanainn1suis :ﬁLﬁamaaﬂ‘ﬁ'ﬁwLmﬂwaqmaazﬁaﬁgﬂme‘%af’faulﬁam (feto-maternal
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