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amzlanszgnila (Aplastic anemia)
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maﬂmngm’la (Aplastic Anemia) \unmsannin
Undinn maft lansegn ldsansnasiade Baals gileds
a [~} A cl A 3; < A < A
frmessiadandlunssuaben vadiadeauns Wadon

G A & A I wa ¢
muszindaidan Wulsafinuldlivey lsgtmenins
Haamei wulatssanm 1-2 davssmnssuenludseme
Aa A ! A wA
wouawSminilauace 15U damsumelluunu aFuwugid
mssinsifinlsngetiuds 2-3 wh! maglanszgnilaiunie
da . ,4 G T Aa -
Aflenushemesnnaniguiiasnnidulaafiflonuguuss 4
d T P I

anmudenlumafetings daniumsifasulsadigneas ms
QUASNINTITIATIMAUANNEEN ALTIAASEHNMIN LTI
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1. Inherited bone marrow failure syndrome (IBMFS)
[« I dl Aa A Aa o a
Wumelansrgrdefifinanenafietnfmeiignass 4
MITem aa lAvisWLUY autosomal dominant, autosomal
recessiv e, X-linked recessive LLazLﬁ@miﬂmmﬁuﬂ%ﬁ
(new mutation) ¢ mglanszgnelafifinanenafinlng

L2 U % Al
maugnassmu letszanaidaras 25-30 aasrihelansegn
dolmdnvimae? efihengaiisinazdiomsusnsdousengpian
I@awudwﬁma:ﬁ cytopenia, macrocytic red cell UAYITAL
glalnafiuen (Hemoglobin F, Hb F) gst ey
NALUNGYNITIIMELEMTA (physical malformations) e
faflanmiFeslumsiia myelodysplasia wayaiSasne) 1is
leukemia ¥ solid tumor

2. Acquired aplastic anemia Lﬂmnﬂmms@mﬂaﬁ
Rennamadeundisne udrfihedmlvgjos lungalany
&6 (idiopathic aplastic anemia)

Gluuwmmﬁ%ﬂdnﬁa acquired aplastic anemia W
vian visluwBasenme wendeisinen maifiasy seuana

(% ni < (Y
TIEIY LLagﬂﬁT‘Sﬂ‘]ﬂ"]’/lLﬂ%&ﬂ@ﬁi?%i%ﬂ?ﬂﬂ%

mm@;‘man‘mﬁ@m‘nﬂmmx@nﬂaﬁﬁm acquired aplastic
anemia”*
Li']ﬁ?&lﬁaLLUGﬁ']LW@]ﬂI@@ﬂTJﬂ“ﬂﬂ?S@ﬂBll@“ﬁﬁ@ acquired
aplastic anemia\lﬁy @%’aﬁ
1. Idiopathic aplastic anemia quvlmmz@mﬂaﬁm
annq lalle
2. Secondary aplastic anemia ﬂnﬂmmz@ﬂﬂuaﬁﬁ
smavietastnssliimesmesadlulansgniianas
2.1 SaAUaYIIRI) 1T 1WnTn fesemy eneh
LAY (Organophosphate, Lindane), mﬂ@”%’ui”@ﬁmm@@q
2.2 tneha o fidwaribisiadansh et Chloram-
phenicol, Sulfonamides, Cotrimoxazole, Gold, Penicilla-
mine, Diclofenac, Phenyltoin, carbamazemia, Thiouracil,
Chloroquine, allopurinol
2.3 mafinde 1 hiaeusnaueiiasa 9 (fuan
wull 6usniau®) HIV, EBV, CMV, Parvovirus B19
2.4 A HaunGassyuuAauii (immunodefi-
ciency disease) 9% systemic lupus erythematosus (SLE),
rheumatoid arthritis, graft-versus-host disease (GVHD)
25 ihasonsonlnga (Thymoma)
2.6 Paroxysmal nocturnal hemoglobinuria (PNH)
2.7 maznwimmmi (malnutrition) \¥44 anorexia
nervosa, Kwashiorkor, MNLNAINNW B12 Lhae folate
2.8 Hypoplastic Myelodysplastic syndrome (MDS)/
AML
2.9 PeMaanTr (pregnancy)
L‘sﬁqMiﬁmimwﬂmﬁwﬂ”ﬂa&JLﬂiammmmaqmw
lanszqnrle otk
1. MIaTaaLAea (complete blood count, CBC),
reticulocyte count WAUER LS ADA
2. mimﬂ\l"ﬂﬂiz@ﬂ I@mﬁ Bone marrow aspiration
LAY bone marrow biopsy Lﬁ@ﬂi&ﬁ%ﬁﬁﬁﬂﬂ‘ﬂﬂ%@ﬂ 1G}H
ghflemufion@fd ey leukemia vde MDS vl
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3. M3 chromosomal cytogenetic study Lﬁam
AileruAsndfdh ety MDS wisl
4 MsITATMEaaEeLia gy HBV, HCV, non-A
non-B viral hepatitis, HIV, EBV, CMV, Parvovirus B19 sl%
natifsestnRadenis o uaelumeff liver transaminitis
B, mi@maLﬁammazmmﬁ@ﬂﬂ@mﬁznugﬁ@mﬁu
1% Antinuclear antibody (ANA), anti-dsDNA sLumtﬁﬁ
s9at SLE
6. M%7 flow cytometry for GPI-anchored proteins
unsdifisdt PNH
7. slumﬁﬁmé’ym’aﬂmﬂig@ﬂslaﬁl,ﬁ@mﬂmmﬁ@ﬂﬂ@
MINUGNIIIN (IBMFS) AsinssmTameias)ems
RaFC Ao
- Chromosomal breakage %@%meﬁms LUENYAN
Sheaslaslalaslulsn Fanconi anemia
- Telomere length WUNANNYVBY telomere E%ju
nnd Taeneniuwesdulng? 1 lulse Dyskeratosis
congenita
- Stool for fat globule, 5@y lipase and isoam-
ylase LLazmwmaﬂad'mf?fmmmﬁgau%nmﬁuéau Tunsdi
ﬁa&ﬁﬂiﬁiﬂ Shwachman-Diamond syndrome
- uaﬂmﬂﬁ?u ROAN specific gene mutation, IBMFS
gene panel %38 whole exome sequencing (WES) Lﬁla

MaNNAAUNGEMINUGNIIH

Idiopathic aplastic anemia

N1Y idiopathic aplastic anemia é’@lﬂmnﬂmmz@ﬂ
Heflsmuaning loemunfliad wlanszgnanas (hypo-
cellular bone marrow) Saruwmindan wnsvusdan
anasathalay 2 #iia Taedinomisst alalnadu saunh
10 g/dL, Wiadanamefinfinlnaila viaend 1,500/cu mm
Launfaidan pnth 50,000/cu mm wANINTAALFAS
Vl,siﬁa”ﬂmz dysplastic change LLaBVLBJﬁWﬂﬁﬂsLuVL‘ﬂmz@ﬂ
(marrow fibrosis)
WendaasInen

Iﬁ@ﬁlﬁmmﬂmmﬁ@ﬂﬂ@‘?ﬂnaﬁwugg‘i@fmﬁu AN
#83 cytokine pANATAN T cel Tulanszgnannnidenng
I@EJL%‘WWE Interferon gamma (IFN-Y) W& Tumor necrosis
factor-alpha (TNF-01)®” ¥ Wifians apoptosis 289 Hema-
topoietic progenitors I@&m‘smfmimmq Fas-dependent
pathway W&y Nitric oxide (NO)*

g ewigaledu

me3aay
Iﬁ?ﬂ idiopathic aplastic anemia Lﬂu}sﬂhngmﬂa
Almwsumg laazdashmausnamaiine liifamoe
lanszgnilosanlyl
v ;dl o I 14 3
wiheissdunazlansvgnilanpme  axdashmaane
”Lérmizgm (bone marrow aspiration) LLﬁ:ﬁﬁ@%MLﬁa\l’ﬂﬂi?&@ﬂ
(bone marrow biopsy) Wailumatiueumaitiady uasazela
/:!I o vAa I )
sesnanmgiivh iianmglanszgnidele u mazlansegn
rlarfieniugnasn (IBMFS), mdiaizashen), 13 paroxys-
mal nocturnal hemoglobinuria (PNH) &8¢ hypoplastic
myelodysplasia/leukemia
msdszifiussauanuguusszaslsa lanszgnila
1. Lﬂmsﬁmﬁﬁaﬁfmﬂiﬂﬁisﬁumwmmm (Severe)"’
A =y v 1 a d; a v
fa Saadlulanszgniioant 25% sesnfiflafieuiueny
g: ! v A A Aa a ! v v [ 9;:1
Wi 1) Swrudnaiienfindnd athatoy 2 1w 3 40 Gl
11 Swnwdiadanrmaiadialnsila (neutrophil
count) 198N 500 /cu mm
1.2 NUIWNAAEDA (platelet count) UpeNN
20,000/cu mm
1.3 PnmdaianLasea reticulocyte
count) 1oenM 20,000/cu mm
2. Inusimyifadahlandlsysuenaguisenn  (very
severe)'! Ut umaLsEdueNAUL AU UM fad
lseflsziuammuuss udazdasidmudinifonimadia
nlnsautaend 200 /cu mm
3. Inusimyifaduhlanilsysueialuisuiss (non-se-
A = (=3 A o XY
vere) Ao Alwaalnlanszgnanas uaznmzidaiions uses
VL;JLSﬂ’ﬁﬁ’ummﬁmm severe aplastic anemia
MmN
v A 9 DY -
nsnniidunssnnsnasyuluihengs da nsgn
! €Y o A < A ;dld Y v v z d‘
thawaaduiiadindanfifienudiiuldesiiaio HLA
asaruis 10 shumis loensgnenaimaaeurifiauioidan
DN Ag Ay
WuuRLRN@YIUWAKEY (matched related donor, MRD)
o 9 A o oy A D) > |
dumssniuusihlufihefiangios Tasmmzaeploun
40 1 snansavh Wit hesnansnvnemnaanlaaleannniidae
v A R ! ! €Y o a
az 90 luaqiudimsfnemuimsygneneisadeaumidie
Wadoauuurisneilllgan@ (match unrelated donor,
MUD) finamasnmdiisuwhmstgnaesaasiuiuiinge
Baeuuy MRD lugfihooeplos Ssanansaldidumssnn
usnleluthendindoant 20 11
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m’;ﬂmmz@mﬂa (Aplastic anemia)

a Y o v

ﬁm%’ﬂmw&Jﬁvbimmsmm@”u‘%m@ﬁmmmmm 25N
daife aglvimesnen Taomslien immu nosuppressive
therapy (IST) %ﬂ‘ﬂi <NaL Y antithymoglobulin (ATQ)
MY cyclosporin I@mﬂn@@”ﬂwﬁi@% IST ALMaLAUY
Usssnnusaeag 70 dmSums i horse ATG loasllamandy
v (relapse) |afsdoray 30 uasesdlamananedi
MDS ¥38 leukemia (clonal evolution) #5auaz 10 udilu
Usemelnedlldiany rabbit ATG Ssnanravauaioe
mh lnefinamssavuauastsvanaisosay 30-40° wdmn
Timssnmene IST aa8in1Tinseauen cyclosporin i
svelaesnmnseeivagsvanss 200-400 ng/mL uazins
Ussdiumanauauasamasnmi 3-6 e npthedms
aousupsLdasinmansadamuiiustey uazaglanszgn
yriliteithsy Semasmansudiuduay clonal evolution 7
asnmenilu MDS w30 AML luameaa'™

ﬂaﬁgﬂuﬁi@”ﬁmiﬂwm elthrombopag #1391 IST %)
viliamsnauavasiian loglafmsannaas Townsley
DM uazanse il o.61. 2017 vhmsdnmnlusfihe SAA 92
y18 wsfihendu 3 nan laafinalumsi elthrombopag
s IST Fiuanenarie NRuUIN A elthrombopag Bufii
7l 14 i1 6 \iounas IST naufisadlieriud 14 fis 3 Hou
289 IST LLazﬂﬁjNﬁamslm”mé%LL@idf“uLLﬁﬂmaam{Lﬁ IST wu
ilmsaeuauasdamssnmd 6 et whitu Saeas 80, 87
wae 94 snuanei A9leainmsunsih Wlgen elthrombopag 3
|#5r IST sausiusn’®

dwsufiheiliaauauasiamasnmee IST 9 3-6
o ssnsaling 3nwfl i second line ldBnvane
3 loun mavlgnehais deuiiladoidenuungisnef

A

lal200& (MUD)*, M5l second course IST™”, m3lvien

18,19

1 a A EL v 20
androgen gAY AIDMT AN elthrombopag
o (2 b2 1 ‘iltzl v a ] A

AR tlsnle n3LQNK awmmumﬁlwqwm %38
non-severe 3N A3 UMITMULUTEALTEABIMS U6

AI v % All A o (3 v EZ A A @ A
%lﬁgflmmﬁﬂmLya@mammumaavl,@m,aa@mal,ﬂamaa@
aesELENa (transfusion dependent) loamslinnasnm
fe ATG cyclosporin MaTNWIAeEN cyclosporin

A 1 a 21
%38 androgen &1k
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