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.&S%SJ.A.QJ%; (Obstructive. Jaundice) 43 L“g.s|.\..“sljlj,.ﬁ.a,sw.f
clale %gayye\scw.u elale Hb J&JRBC b%;&bd.; 3}4“;3}45‘_]3.3_93Lu;3ﬂ5
C“"E“J"%F"?‘”' > k“;.(.g.sLi‘,j:m.;Hypo chromic anemia » & r"{‘“’" I Jlb o dd
$3 4 o Lol
gﬁvgﬁ%s’*b-;gﬂ-’w 4 ‘_‘,5 I Loy ay Casszsn 553095 s 155 -’%,5‘*-%54-;
deedlad s jre s Sode s SabsayCadszse 530S s sl s Sa oS Jid
Qsi‘_‘;jﬁb Hemolytic & . Jaob; Reticulocyte s aSd g3 0,80 JI5L;
Sosd gad
A3 asdy g3 4 (539758 RBC Koy aies S aiy iy oz oo b gl 2l
b ;gyGW|&?gﬁﬁngug,§ﬁ « 53 25750 Metarubricyte 5 S plosile
> el sy % S 25% 58 Metarubricyte%;,xﬁ.\.cS-zaJ%;JJ‘LE.a 4 WBC .l
$sS eHs el Ll 4 BM

Leukocytes
alol granulocytes s 55Lg S yeew 5 S 3 Stages in the Development of WBC

.&Sﬂgﬁ‘.‘;}iﬁ@:;j# :gdbwba.;Eosinophiljl Basophil Neutrophil %sab
$slhel 4y (55 &le 453 Plasmocyte sl Lymphocyte J al.w Lymphoides

> alidu ol o Monocytes.@a{ﬁ%;b,; ol sl Slude éjw&ful
Sy S spleen b g, 554 5l 4> Reticulum o o 3 55 990

S P

1 day=10,000-20,000/mm?®
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1 year=6,000-18,000/mm®
4-7 y=5,000-15,000/mm?®
8-12y=4,500-13,500/mm®

The Anemias
3558 s 3 asdle foy Jdosen Jo sk dCud (o) 4y S35 0s 2 LGy
SLaS s Ll sl s 0l ads JIsaS s o Soiled bl Jlade s HD 5 ¢
lal s s JIseS (qualitative) oy Hb 5 L sl JI S (quantitative) ol Aie
> &&'J&@A&'d&w‘; ;“Q.»JJE > #,9 5 pneS] e > ~hypoxia
J-’-’L-’ Py S
»?3|~/.As°%;3;u,_zu%;|,blw|~/.vs %;,;u,.:u djl...q by s y“gjduﬁjbiw
(S35 e WV (S S g sy o pes
> gl Cadge (bl ol (i e i anS A, 2 HD ‘%;35%;3“)}’ Hb
20.1gm/dL S g adloy s HD 3 ploglle 55)uun) 550 5 $58 GAG I clals ez
Hb-F » L55 Plosile iy 9550 5l Fetus (Embryo 4 Jad 523 &% S S
ol 030l py S HD-A L c3l 530S B 5 oS 30w HO-F i (g3 Cun g 50
303 050, 35Sy s SHD-F L g3 Sos V) oS SHD-A L g e aes
ol il 6 3455w HD .345.&;?.;4_:.{.@|J4313gm/dL o3l Hb s Ly 5l g ds Hb-A
d S plesile s o @:3|mb$llgm/dLAJ%;éLndi}33ﬁ,‘_;§l§6
PS5 G 53 SIMVAL g g HD 348 508 Jo Lol 90 o5 xS 453 12gm/dL
A w58 o Lo o yio g5 S 3593>5-10gm/dL o 4_<3|9;,.;m§ by I
53450545 53] s i 3 S 4 S HD 5 (om0 5 sl (S 2505 50 4
Hb 53101 Al 4 5ot 345z o e &) iz 3¢ (53 oS ikt 0y 3 S o5 5,50 )
A s a s dsaba Ll Iy (o) xS aid Hb 3 s gy o a5 oo 5 51 (5
3aSd s o Jsy el 5l Q3 anS Hb s 5 ol ekl 2% S
4 45 Hb TPV PSP S Sae %;;;j%;jﬁba\.;dehydration
S P s CHF 3 &8 (g o J33 ool
.ébéﬁ@%édﬁ&gﬂﬂ%&guJﬁHba
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Age Hb gm/dL | Reticulocyte | MCV FI |Hematocrit% | WBC/mm®

Cord 14-20.1 5.0 100 55 18000

blood

2 weeks 13-20 1.0 80

3months |95-145 |10 72 36 12000

6m-6years | 10.5-14 1.6 70-76 37 10000

7y-12y | 11-16 16 78 38 8000

Female 12-16 1.6 80 42 7500

Male 14-18 1.6 80 42 7500

WHO » Ll 4.,%;,.5 > Hb s (Grading of Anemia) guiv a3 (»pSleoh 5 ) aus s
S A

11gm/dLaJ%;‘c;Mw;J,..;1_,;JS6JIGmL§A6 > 4 g Hb 5 45 Mild Anemia :
Mild Anemia 2 & 45 a5 12gm/dL o S plasdle sl 550 ay ol S a5
S5 Sk

$3$255-10gm/dL JuxS Hb 5 :Moderate Anemia :Y

$3 48w ax3 5gm/dL JaxSHb 5~ Severe Anemia ¥

G&o 4> ssAnemia s olus 4 WHO 5 o b o cloldS »

Mucus A%,QLA,:::L» soebalag S5 (SO 3 S s abds 4y Mild Anemia ;)
S 8 célus QS conjunctiva sl membrane

o 8 bl Sis  asile fa)b s <8lus > Moderate Anemia ;¥

diglre S50 4 5 8 o2 g 5§l >&lus 2 Severe Anemia: ¥
RPT o R PT E TE STR T R P 1 Jdﬁuuﬂjbg}%%ﬁwf
A PEVIC MESST PG MMEDE I ST SUR IS PPV :%;QJ,.‘:
luldSden S Hb s o g JETE .physiologic adaptation ) jlss S o) 50 58
1A 5l o 5 asbel 3 @M sl (2l el spmeS s S}bw%;g}&ﬂg% S5
w $A 0y om0 FeeieS HDa sl b e ales B 3050k s STy
A.]ua“ ST g3 oS 3 ui,.i..‘;|:9g2a4&@|J&7-8gm/dL;J|,J&; S sy g0
503 Fasbeesl 5 2l Sl asie e 5l olel (Sams a o o4 (S b s 50
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S2slan &;}‘;LS’L%J »b & = Ll s $J oyl S5 9SS o o b
ol 530 by Seo «SorS F °ﬂu<‘e"-':“-.§ri3k-° ol oolel sl g oS WSl
Sro3lan 2529 3 2 aSS S Iy a0 15 5l (529308 WMo 5l (2]l S Bl el om 5
s S v 53 S LS S el aibin o s dmpe iy S0l pseolSs
> olegile &éj g5 & gHals Cﬁ?ﬁa‘_‘;jsbjﬁl.,oa\.; & S Bs Sr2slan ats
e e it
ssbe 4P Nal s 3 > psils 5‘;’?‘%@-\% hislsnsd psS Copo pay
$3J93 Y 4y (g8 aisal
Tachycardia ! L5.1‘| 5L jcardiac output »:)
Ol ool s 3 5 2050 4 58 5l 2Ll Sl sl sage
(23 5 S 5Ly S ey el Hypoxia 5l el 3 25 S oo & 214> 5 Oy &7
(s glp >0, » Mdm | o é?faﬁj clale DPG) 23 Diphospho glycerate
Sl 45 sl J.\.;Sw_,a- 0,3 a3 Hb ;%;L.i.&;,fﬂ Sl &,y
o5 953 5 ke 5l (olel psmaS 1%5;15-1»%;\:-&15%59«'-3 oot 39kl 2
P 22le s oS 2050k 5 5l 200 5 Sz 3 93 s 50l sos 52,559
5! 63“-"3)%*“«5}‘"4"&5;4"-’3‘\5 ufwbr’rw wJ@LSJ(wLA SR $on el
sl s mgisagme wDhe sl 2l 9 ds ol pls s i ples 250l b
> olhae 3 5l o Sws LS Ju&'ﬁ'@ﬁ‘;fﬂ,‘fjjba.éjub r.h%_s.“:u.\.u
(S0 S5 S sl (faint) caxs 'ﬂw ol Sl ¢ Ole a5 e
a s F s olesale %55\;3#5 S s Palpitation sl juis & e ctachycardia
st iy 3 S sl a5l wlosin )3 S gl 4y Olesdle gl S g S 0L
st S N g ol o g v (Fgse A Glasdle jes s Bongns g w0l o)L
pile s S guisinaS oyl dalsd ol sinze 5lsi 4 So)lhed 55 aeS ol w3 Sl o
Colus ¢ 5,b 3w gk )85 5eS 3.6, 0 e (Development) e il 5l o)
iy 5 wabiio ol Lok Bls 4y 535 i 58500 Sig g plosiles 2
Pl bs gy s Ko, skt s e s s plesls S shae s i J53 el
bt 3 e g Sad @S GAN 20 p5eS 3 2 3 ookes S saindl
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P 05 s o IS S sl a S ol Sogedsy 4 (2 60 e S s
@Lcjd.b‘_jujyy o &> CHFL;,.SL»J,\JMJ,Waj d..qJ.uﬂbra%;
SHpp e oy gt 435 sl el i padode e b (S asis b S s
Lead s/ IDA 4 Pica l cIrritability L55 IDA «; (Nail spooning) Koilonychias S
Hemolytic anemia & s = G&;Thalaséemia%Splenomegalyj Spd g‘:Spoisoning
Aplastic sl Leukemia 4 (bruising) Jled 3525 3 o, olul 4 4l Epistaxis &55
S 29750 Sl (o &; Mal-absorption 4 g‘:Sanemia

& 2Ll s,k desl 5 5 :(Evaluation of Anemia) @L)’j @La ool o3
ok 3 sl Cuf cams U olds wd'MOﬁ%ﬁwéjj'@w“)b‘}-wa&y
o)L CHF 3 Lo, 5l g b 50 dage o,_;éNutrltlonal anemia & Jlsg g’gk.w
PCUIPIPIC S PUPRIC & %ﬁ”,\;m J_“,L,sgSHemolytlc anemia 4. o4 aiyles [FRR
o @ Jleaiul ghas s sla Ll ol

S 8 oS b sl Satl g 30 e sy SidS oy

s 0 JBaxd N o) g sicAnemia (Hb < Normal) 1 ¢ 5,b Sal 58

No Hepato splenomegaly s/ No Lymphadenopathy:)

With Hepato splenomegaly:Y

gtﬁ;),ﬁb 45,5 > Lymphadenopathy I Hepatosplenomegaly. With  petechia:"
O o i S s g

(Classification of Anemia) o aib 4o oS s

bl o ol s sl s g aid gslesl il

oS bl dlS A 552 SEL SHD 5IRBC 5 S dioay 55508 5 o 2 g5eS aiar)
CisS U gl s 9> 00 4 5 - precursor s RBC a%;.’\.i.u.;;j,u >l

Pure red cell A plastic Anemia :JUwe

Congenital:Y 5/ Acquired:\

Sirs% 0 RBC S g5 552 50 Precursor .o
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Infections, Inflammation, Cancers, Chronic Renal Disease® & Congenital

Dyserythropoesis

Mo lymhe node

Mo hepato

With hepato
splenomegaly

spleenomegaly

¥
Mo petechiaar

With petechia &

With petechia

Hepatosplenomegaly

Lvmphadenopathy

ecchymaosis ecchymosis
1: Thalassemia 1. Leukemia
v 2:
D, Hemoglobinopathies 2 -
. . Myeloprolifirative
3 Liverdisorders disorders
1. Mutrational Megaloblasti > Infection
. Mutrationa egaloblastic i i
g . 1. Aplastic anerma 4 Tefiltrative
2. Pure Red CE—'H aplaSIa 2 Bleed]_ng dizorders disorders
3. Thalassemiatriat &Coagulating disorders 5 DO
4. Fed cell enzyme deficiency 3.1TP

3. Lead poisoning 4, DIC

Iron, folate, VitB,, Mal-absorption Syndrome Aﬁ@;ﬁy FORTS 5~§ 5 j{gg, sz
s «us Dl L Hemolytic Anemia :¥

A: Intrinsic or Inra-corpuscular abnormality

= Membrane defect eg. Spherocytosis
» Enzymatic defect eg.G6PDD
= Defect in Synthesis of Hb

1) Sickle cell anemia

5

L sl Jsn ooy & o S 3 lasile 3 g5 Jloy b Y seame Silncto 4 05l 5k 5558 s (3 (530
5eS Dy s sl s r;—é&:ﬂ bl Il (635 5 anS o et ol B 3 sl dd ) 384
ST Vo EONOE, PO O I BN ST TV EICRU TP T V) UOSPSPUIP EAVETE DK JPC YL NPUIPE PRCIVE
Recombinant s ysls5 048 s v oo b oy packed & g515 s p3aS’ s b Jloy Ko 8 s w0 ooy
Ot 53 (Fus 5 e gl 4 sl 5 Josa JuS ] w|¢:;>Jw1 ( Human erythropoietin Alfa)
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2) Thalassemia
3) Hb S,C,D, E
B: Extra-cellular or extra corpuscular abnormality
1: Immunologic disorders
a:Passive acquired Ab
» (Rh and ABO Isoimmunization)
b:Active Ab formation
= |diopathic auto-immune-hemolytic anemia
2: Non-immunologic Disorders:
= Drugs toxicity& Drug-induced anemia
= Infection (Malaria)

s a4l (555958550 SRBC 3 g s 58 ool 310050

(Classified by the size of the RBC-MCV)
1: Microcytic (90%) Under 80 fl

oChronic disease® o Iron deficiency anemia
oRenal disease oCopper deficiency
oInfection?’ oLead poisoning
oCancer oSideroblastosis

olInflammation
2: Macrocytic Over 100 fl
o Vit By, deficiency o Thiamine deficiency
o Folate deficiency o Myelodysplasia and

(55eS b g)b paze s
3 AU (SoidS on g0 0 52 el (S gk 9L a0 9 n3 g lasdla s
7S Shled] snza s
T RIRC-JUPPUWCOROT IV S JEIRW SICTE X SNV IS SVRPTE X Yo P UppRRvEd| JVEoar
3 a8 3l col JpSKit) (S sasl 60 4 65 GA W S (s b s i ud 0p5aS s Sy (eses
3 055 I3 bl sl sanl B e 50l 33 A g om oS sl oSl Ml o g5
4aS ot o] 3 9 s 3 (S (530S §3 4y S0 | B dan g 9oLl 3 s 3 45 s S G S
$340 S 0 s ol S St 092l (55T 15 (6558 0 e D 55aS s GlAEES sl sl als 55 g
: égﬁgﬁj Al & s S seds o 5 AS é}‘-ﬁ 4 e S wﬂ g_é" g (el D P9 L
578 2 dls 0 5la s
w55 S s 535S (So paS |AST ot p55aS 0 Jad oy i 0L (Bl sl
Lol Selasasb bool (gaslgnin 2520l U 5l o o (005 ag JeS 505 3 (S g0l Scnsl 050 4y (50028
340 Lol St o030 15 08 (g5 S s Se
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o Vit Bg deficiency
3: Normocytic 80-100 fl
oDecreased Production
oPure red cell aplasia
olLeukemia
oAplastic anemia

Sequestration Hemolysis
oHemoglobinopathies
oHereditary spherocytosis
oAuto-immune disease
oToxins

b dyers 53l s sl
hypothyroidism?®

oOsteopetrosis
oStorage disease
oBlood Loss

olnfection

oDIC

oHemolytic anemic syndrome
oParoxysmal nocturnal hemoglobinuria

P S pribe Jhniss 52

@3|L.“,3|%55J3%5.64.;$3J_@);%§I; Q3|galgﬁu,3mfo§\woujau%;xmﬁé,s
Normochrmic _ &bsS o, (S (Ssowes abd 4 Slhg 29SS 4 aiuy)y

<9 Normocytic

a5 gley

Uslas g0 b&w;gscg|w&sgj.é 39 Olas SOy - s ]
*%( Feto maternal or twins transfusion) ¢ ius! 3 (=3 3 S plasile 35S ks

SRAP L“;BI; Bl
Hemolysis :w

Pyrovate ] GBPDD 4SJ (Intracorpuscular defect) (s5bs S J31s 5, g 30)

kinase deficiency

&SJL.:’J.&.J LS"“‘S3| 6@)&'.} AQQL.:L...:"‘

HIDIC L MeaSI (Extracorpuscular defect)%;jl.gf.s‘gg SLLS a5 5 o 5T

o

Prematurity, small for date, Diamond aSJ (g5l Sed Cudys2d 52> 93 T

blockfon syndrome

S TN 0 s 35S 94050558 e 5 345 )L 65 ML A TRz plABE Y g el s Lslend 585 (2

29
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$57S WSzl S5t el ay el s

(&S W rd g2 52 g o sl SN0 s CllE oS e s us s e
Ja3 2obiag S b Bl sl el g el ag 5555 20 2 g g S o JEIERE
S0yl o B 5 G o ISV ) S S SeeS 0

Spos) g 5955 948 sty s ol 2 2 BB s34yt seS gz 5 2 )
SoaaS S o
G (HEmOGIIUtioN) pox vy >4k 535 55 3 pble Sig 55 s 37
als'ad Jl a5 5 csurvival of RBC )3 a3 (alS'ad ] S ot 3) 5, g 2T
"}:JJ'.‘L:-:“’J'O"."&*‘S' > sxlusl s %;’;Mé-’ “Jg,;erﬁ Jﬁj—&;":ﬁ & ) -’f}‘il“’ >
s7ein 3 A 3l S IS e G b s A A S e 3 0 g oS 0
IS 5 el s 2 IS sl 0y o PIA el e S sibe
WP S RS

A5 sy el S8 ) sl 3 535S S gd 505 plasd e 50y 55 el s
w‘\m-{w s o] 2 A r'ﬁ* 3 03100 r S pad 3 gy 45 5> sl 0ol o m
o I b o 155 5s 03Il 6S g ay fus
Causes of anemia in infant & children: Impaired red cell production

Iron Deficiencia Anemia
iy 2
3l oS Ny S W Jl5aS 500 (o902 0L oS 55 HD :@)WJ|JW| >

Nutritional .séd{m%;a- g3l a5uw Lol hypo chromic Microcyticést‘;”ba
(P Sy > M s Sl -m;yﬁbbﬁb 235 5 [0 3l 53 S o 50s 5 ANEMIA
0y Loyl

(sl 3 sl ad g5 g 3 plasile Sous 453 4 S 5 5l Adolescence
50055 s ol Bl ay S S s sl 3 g DDl a3 a g Ay CuiaS
Rkt
(Source of Iron in Nature) ~ L;.A%;;;.aj a%;%ba.;
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A gk 8 )3 Slee ol Sl wg wleg Bl 4wl S cand &
9955 Pl 3 $nS Ty (S Sl o5 sl Ol S0 Gl o 25 (S8 2 S si
4; Non-hem-iron » acew ! 3335&5:@ > o AJLMI%;& g,;.’\g%;gjj.; a; Hem-iron » aceu !
kSJ'ES Jd e (63 Nov S u.)ou.g 5393

53 b ol 53 olin e (stpms] 3 5 ) i3] 0.01- 0.38MG/ell gz 5 5
o 158 01> o sl 65 coliyo s Qlas sl s o ) S 0L st
>S5 & occult gastro intestinal bleeding » 5/ &Y ]I ;‘_‘,S,;priu a IS AS
olusl Jols o d;@ug..c wﬂ 33 6)14*-*-“3' 0.29- 0.45mg/dI (S e ool sl
S a5 523 5l $ 09,085 dusl Sog 58S Jo T N0 sy o sy s
gsdobﬁuﬂw 6&%_;3?“3'%5_9*3 @U’gf’u > df-’v\-’ So3 9had 7 ol
$A Cospo s (sl (§ 22 &sbéab%w > % S
Intra- ! Extra-luminal 5 o.> %;;;..@l . (Absorption of lron) u.,b c{5.;.;...@| >
A2yl $u50 55,553 luminal
eile 3 0de sl s i EXtra-luminal Factors) Julse bl 3 as sal S
& Pgyg e D %,;.HJI > 39>9 5 3l Coweo 5 Erythropoiesis » (S ;%,;,:..ajl > O 3
4; Childhood 5 Infancy 5 a3 gslasl & Qo sl 3 450l aes Sl 328
Sl Ny Hemorrhage J awg s j'_,.ﬁgj &
153 gslasl dd Ol sl s idntra-luminal Factor) Jolse u:g,AJJS 4
g“54.1 °,;| &Siﬁiﬂm‘*'igf"%‘@"’g;f'ﬁji g;ﬁ.uag
S s 5L 5 a5 glanel 3 oo Non Hem Iron 3 ws, 558 el 5
Ascorbic acid: "

Meat, poultry, fish and other seafood) o)l 5> ¢ 7w 55 5l Blo c aise S o 50 as s

¥ : Low pH

: Lactose

: Some amino acid eg. Lysine, cysteine, histidin
: Hydro-chloric acid

: Phosphate and phytate (Present in wheat and other cereals)

~ & -6

|
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2: Polyphenol Present in nuts and legumes (g jww 4u)

3: tannates (Coffee and Tea)
4. Carbonate, Oxalate, eggs, milk reduced absorption of Iron)

i Jsyasaas Sl Ferric L Ferrous salts
a éajl%;.\.,zc (oxalate , carbonate) ‘_‘;‘ULA 4l calcium <Phosphate, phytate
aﬁy%;gglgjhj.gs«.;@tannic acid b 5l 555 axe %)J?W}' %,55 ESIPIR-
L gsS axe S5 cOmplex s w Sl s (sl 2 PIERTIYY S o] 5 g3
Lysine, aSdasdeul sicol i o ol < 5,Lac 55> 5400 5 cascorbic acid .Lactose
SN .\MI&J,L{JJJ.M%;L oylas gdnne s ggj:b)u;\}%;wj sHistidin sICystin
Soylae 5l g5l e %""‘”" 3 $9305] iyl a3 Ferric complex > Jjes
d,.;.\:-m wj.a.;L.odaLu,».c .s%;u..@l > doce s
.(Mechanism of absorption) ‘,J.:.:&.:.Ag.\q 5 le >
e > g9laol > aicul g“g,u.b-%; Upper jejunum sl Duodenum 4 gglesl 5 acess|
Smd bl & ‘,J...:Li.rp diffusion s e )3 5l sJlad 55345455
N &s‘?;M'Jje Jd & abanly Q}ﬁo&sbbm 3 b&ﬁb.o&sﬂ.l.édwﬂ
o 55 :%;l:,o 0 )093 45 S Jd &5 L 453 5 2 HLs sy Jlada Lo
e S92 Joa JLd 4 adal
i) G @ 0w CoSobuse diffusion saieuslojliolass oy &= ls s>
S5 S5 oo 0 ApO-Teretin @oﬂw;ﬂ:ﬁ‘d L{;Lﬁj}k,;d.;
3l e sSode s K5 RES & Sy S5 33 éﬁ,ﬁ}&@ﬂj' > s Ferreting
ol g ¢ o (g jl%;,; alauil o ferritin > g 5lae a_éagtdf S oﬁ.';s&;@pleen
S>3 o ferritin .sa.;;.wﬂ%,g 6-"-’%;9.,@53 SoS >3 b Js3 4 hemosiderin > aiws|
.%5..5;6|,\,,1La.a:..~|3|%,l33|J i bl 80 4y 455 hemosiderin » 5l olul s 3445
O 3 i) 031000 5 ,_;\L G5 )3 as] 55,00 Bl apsila
2323 2 oj|x|alﬁ)%§é#bm’ﬂrh%§v.¢gj}bu‘l 3 9,7 9 0 9)) :%;J.:;I; A
o ausl Lo < > b&;ﬁjd%{ o)'mlr..fjl(Reutilization) L“g?..sza.a.:..ﬂ| oyl Js
A3 a3 glycoprotein s ) g transferrin (AR A s 30 3 4SS 5
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> sl & B Jlaaial 3wyl ogo %;;;...Ul > s Jﬁu}<é#€ﬁ‘_‘;
S8 4 L transferrin 15 Total Iron Binding Capacity a5 c3lb at s transferrin
;qu-jﬂ ;ygirfbé%ZO NIORIPEE af&gjtj.,i.u.la.wbgwﬂ 585l
> > glycoprotein L 5 Transferrin Receptor . &5%,3@ 4 b g @LS o, L) S
.;A&I;@eojslﬁojﬂj&gjfyqb&transferrin STV I PUSSY PYRSS PIIPEY
P ggﬁdrfjlg{;(reticulocyte) e 3ﬂ,;I,5,J,§;MQ§receptors $3 2
Sl ol s any 3y 5lo g Lo (gl 50 5 g gy 423 83 35250 S 5>
$ S N> 4z transferrin o aiwsl

P S doceu 3 > S 53 sl 4SS 55 heme » > Protoporphyrin ’
auy 4« 4 s free erythrocyte-protoporphyrin » & @.J,u 5 heme «; protoporphyrin
> sl o s ad oy 0 L IDA » |J@‘;Jﬂwé‘.§%§y L‘;LAJ}.J >Hb Jb, & 5‘_‘;
N A.Lp“\.]%s.\.a.be\.}r.h‘_bg hypochromic microcytic U s S s

Acetic acid-------- - succinyl CoA-------- —> Most steps occurs in mitochondria-----
--2succinyl CoA+2glycine-pyrole------- —>4pyroles----protopophyrin 1X--------- p-p-
lv + Fe""----->heme-----heme+globin----->hemoglobin

(65- anl S Lo Yor-¥or 553 le)pay slasdle Jm) o m Jo3 sases &
Hemosiderin s Ferritin »>%Y+ Jy34s Hb a%,ima,;’ 7 @é)wﬂ@x%mg/kg)
.sv.fﬁ.o g.o;é”yjlmyoglobin , Cytochromes,catalase 4 %" %SSLUI Jos &
o LAy (25 S gk el W3 g sl 3 Lo OIS gl
O o JalS s & glS I T s hemOpOisis s ¢pir 5 893S h5e 3 5l L) (g5
sl anl S o+ Al (B 0 Gy &5 SIS 2000l 5 5 g ) asl al S
> 395> 3 o dpsale 3 B ol dasl W0 Bl S a2 iAo S 0d
A 3| M';gl* Yo (ﬁL" u]'\-’my-f) S5 Foo 03 é)ﬁﬂ'ﬁ%;b 10-A LSl %;2-;--43'
ppm 7+ LE;,.:..:Lﬁ.o?xJ@J 4y 0 gile > 4 6,-»5 ppm (80 part per million) & S/
S
: (Causes of lron Deficiency) 4 4lsY x.{.}@"ﬁ :%;;?.ujl >
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Al a2 Sl o)l IRNA .s%;cytoplasm w $l 5 NS 5l (S S5
FUPVIN BV = Somobiis nf sl gt w55 Sl Jlo 0 4 cytoplasm gz (g -’«,55
Ol > blast |J&;M%@‘;|Jm0ﬁ0)ﬂv.?ﬁ%&; }‘&A@:%;jg\ﬁ >
(Ineffective erythropoesis) dj.u-ij?u%; —~ 4,;%;3,\» > padl = A é;dé.;m
Thrombocytopenia, a5 <l 4 <,>5‘-*J o)l 505 Sl s whae e 5%,39&&!%5
SESTIBENTOY anemia ,/ leukopenia
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>y a9 dd S 3 Vit.By, > % L Megaloblastic ass

Ftly bl S 555 a2 o0 Gl abalyag 352 5 pilins (g 50 4SO 5
33«83 o sl S gdd aip WS Hpare gl o ple Sl 2
N $3 Y s u-"r* L;-"’b-i @Lﬂ-"u-*ﬁb 3 (1-5pgm/day) &5, o305 el
fortified cereals ,shellfish, milk ,eggs, Meat ,poultry,
2ol o 3B12 el s
oS N as> s cobalamine o o& eyl i isi (S oo &y 3lge pld2 2 alS
» G-R-b) S35 complex &S 4 s . Gastric R- bmdera.IuSJ;»b 4y Se > 5
ng|compIex‘u..s¢>A.L§ (82 .sj},o%;lfwjlybbslu S .s@o;u.uj,ﬁw
(Intrinsic J,&%;:|;djlé¥.§>kqw R-binder 4J cobalamine ada (g o 545 4
5000%§QJ‘J&;§.§JLA@ 3 5o SN 0 o2 5588 JS151 6,0 5550 0 e Tactor)
L3l Al 4 5l e (parietal) g ldo d gdza s 5]
o odx s Slala g aslie g0l s 53050 Proteolytic s 58 s
§ 45! (52 A %55 lis dbbu 43 o5l 3 ads 5l (g 45 (the terminal ileum)
Vit.By, 5 o JL..., o308 (I.F.+Cobalamine.complex) S A7 (receptors)
s s Jlnl s sy 4 transferrin MSJJ,&‘_,[,I;@ PR EPRN 6,.@!;;»
axp ddaiuss sl 0515 45 gl me bl o]l s IF+Cobalamine. complex g2 I3 s
Awlé?.;dbﬁ s S350 4 Transcobalamine-Il QR MU L o s s
Aigg.“.cendocytosis; & ol > B12-TC Il complex Lo L;;AJ;,I,); Jj.;%gm
Asx%;,,,b.c 035%5-\:&4.; Js3 4 coenzyme ;Cobalamine%; Sl éxl;;mhwlj
>
\ -the synthesis of methionine from homocysteine "
Y-In addition, the conversion of methylmalonyl CoA to succinyl CoA.
JLU_,JA.;L‘}JJ ;3|&5WJ43‘,3|393J‘,;%;~|;3|BM iver s  Sol> $n3 4 Lol
$A g3 s Vit Br ;wﬂc@&} SomS paloas 3254 Vit By, -2mg Js3
ol aBin CnS 12 B el s 3 53 oo G 50
:43‘9140\) MbBlZWL}u >
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wpddi 453 gdes g A Olegile Sp s gt bl Jhup) g ane )
a9 lews Cachectic sl oS1 43 ) o5 suu il 5 A
A5 *'pernicious anemia g 4 sdies dis 3+ 0
(Strict vegetarians) éﬁumlu.;ﬁ;,&,im&,:@u%;@@ 43> g los dib 37
45J (Lowering of Intrinsic Factor)  JlseS ;555 A5l 3 S pyileadday
Sslelis bbue s ghan 3.l
day @ d> ¢ o Vit.Byp » %555% o i J33 25l &y & Juvenile Pernicious Anemia:o
$3 25750 Joa ol 4y S plosila
Gastrictomy:c
olB) o o ddBry ealis 3 S gedsS T

cobalamine J ILF (g, cols ;s odo a Bip el ;aﬂb%g,\ﬁ%;(,gla.;
&éﬁ@g&jlbb&Complex
fish » v Js3 5L 4 51 #Blind loop syndrome . Jlenial 585 5 I Broad spectrum »

tape worm*®
Surgical resection. NEC aSJdJlj.J@-L.N sod> 3By el ;g&x%rjw 5:¥
3% Crohn disease s/

Ls:L::SF..x.c 3 588 Js s (§Are ;%;Li &> synonym »,LJ ol 5 el JU S s Mol pernicius
(& e o e I JL S e SIS LS

31 Blind loop syndrom :
émfélj&;ﬁcﬁdﬁ%ﬁ 53 e, lul S 5L 5 (Blind stagnant loop or Bacterial over growth growth )b
sl s plladls plles 2l A.]é)&pjp-c%s)‘b"lﬁjé?;wg;\?‘y > 908 5l gend gl >
S g 5l 3 51O eyl Sl (g dma S 2

3Fish topworm
%2 Blind loop syndrom :

éygéljgﬁ}g&gn st sLol S 55U (Blind stagnant loop or Bacterial over growth growth )4
ISy S Sl > sildes >l désoju%ﬁu)bﬂ&g.{.;wg;\g;y 5 948 ol seed ol >

S g 5lS 3 51O e Lol Sl (g S 52
%Fish topworm (Diphylobothrium latum)

4 .
% Crohn’s disease
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Inborn Error of Metabolism:o

++ Trans cobalamine-11-deficiency

+¢ Selective malabsortion of cobalamin with normal secretion of IF (Imelsund —
Grasbeck syndrome )

¢ Congenital intrinsic factor deficiency

¢ Methyl malonic aciduria

¢ homocystinuria

S I 5 5L s 15555 g 33 53k g ceiuS Vit By
aSJ £, malabsorption s a5l Jsese lais 5 dYU,S %;,;u,zu P
a>> 5,55l Chronic pancreatitis , bacterial overgrowth , NEC ,blind loop syndrome

"Ny

s « irritability, LS s o  Slal g« S8l 5 (insidious) o S & g £5,0 3
ol polel pget s ay 5 550 3 Lol 3 e a3 plul sl anorexia (S a8de
spns 7wl Pl s g5 2970 @b Sl (5085 S 2L Ly a5 ke
. & (Atrophic glossitis ) aSLus y3 ol o pwe a 93 4

Petechia S sues 770 4y 5l (55 35250 gl Sor ol 0555 (5 gty %7 -F0 iy
i glaS g o5

sl ,2l ] Sub-acute combined degeneration of spinal cord » QSJ;L&)JL; “
3 29790 Paresthesia sy sl el 3 (Sl s  Jaowe cataxia cood 50 4 e

&3 Joldh @ utd oS ol oy ek S 05,5 G20 203 E0b ol 5 salS s L5506 5050
cslsdalol sidlan 5 2 S dus b Lo g pshan w0l 6 S5 S i Sl ag (e L8550 (50
cell wall g 3 Jues| abaulyay o~ ;&g&;fjgumﬁ‘é)w!%;,xxw,\f cell mediate immunity
A e b 3 5,1 g el S LA 5ol s o Lo g3 o0 .\i;’u“%,&deficient myco bacteria
s sl lymphoid accumulation « oy » « oLl (e 50 csb&,&@@dlggb&;bx 5,0
9 e
sl o d> ¢ s trace element (Fe,Zn,Mg) 5,5 5] Al KJ 58« B12 pnlis :gfu‘;,)b‘;.g&;; 59> g0
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Extensor planter refluxes 5| Absent tendon reflexes) . j.\mg..&n 9,Usls &S, en
S 4> 90 UP going planter responses L

4, endemic tropical sprue ,! Infantile tremor syndrome s ¢S Bip ool s
$AJe) 2 %55 etiopathogenesis

B A
Eschemic Retinopathy Caused by Severe aSLs )3 5l b e dmy 5 a5
Megaloblastic Anemia Atrophic glossitis
:a;a))‘,.;d
W“'W&“Uéﬁjb °
Slalee Ol e ol (ol el agde U 2,0 )

¢ Blood (Peripheral blood smear)

e MCV is increased and RBC count is decreased(MCV = 110-140 FL)

¢ Anisocytosis and Poikylocytosis

e Serum Vit. By, level less than 100pg/mL (Normal = 300-400pg/mL)

e Nucleated red cell precursors may be seen and they show megaloblastic changes

¢ Sols 4y Hyper segmented Neutrophil = 45 L;,Muwjuia.w 3pb ol
05 dis s o)L 23T 5SS Blzu.,.AL,.u :yu.wJ.\.JJSIX lobar PMN Js3

0° . 9
Qq ) @
v ' Q

Bone marrow aspirate from a patient o @Mego,ob,asﬁc -
with untreated pernicious anemia.
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Py g3 PSS Sl hn 5l iy 257 5 CtaS Bup sl -’%;345'\3,3
& Pancytopenia%ﬁgadl,\,;sbjl é?.,fj,\.g QS,M %¥4.) Yo, neutropenia ‘;
s 0 S g WYANY

Marked o cde 2 g5 by ook (25)55,0 (BM) phae e s e;f'b'c&'“\" o
éwm &40 Megaloblast » %;’&pu?%;j,u > .83 a5 Erythroid Hyperplasia
3. S Il s ghs S 9w s )8 15 5l 31, a5 Ineffective Erythropoesis
> H.emoglobinization > 9 (593 Chromatin (5 i ey 5 Sl o o
! 5 (Giant cell) g0 s cub Ol 2> Myeloid g 5> | o) O g o 4y 5
ot LS b e a(Prussian)%,g%u&)

> Ik ¢l b1 s methylmalonic acid (MMA) 5 S 1 sl 5les,b s :L?SJIJ.:IA.;:C
S S wlad ooyl adis s eSS s Vit By

5 S Fl3l A a game s Lol g5 b Lik blus girs s :%’Sbiopsy‘u?&g.uu >: 3
($3 297 90 oS (Intrinsic factor) 558 51

Schilling Test:

alasl 5 4, Schilling Test 5 g J a5 5l 252 55 Shos>ag oz JIsaS 438 Bra sl s 3
Blind L sl g s bl s 2 605 12 S iz sS sab o 1551 508 )]
S+ loop syndrome

ASJ&;J%;,BA.; AL« LY | & macrocytosis ;?5{1%;: by RS (& i g5
ASJ%S.“,L&S‘,,\;%SJ,;PLL’@ > o/ Aplastic anemia

Congenital deserythropoitc anemia, chronic liver disease, hypothyroidism, cold
pur red cells ) agglutinin diseases, myelodysplastic syndrome & HIV infection

@plasia, fonconi syndrome, transient erythroblastopenia of child hood
SsadloypanS ool sd > s 3 S by cwinS s Vit By 3o JlseS dd sl el 53

S5 JsSsn s HA Js e pshae sy OV dsS plew oS 5L peidosS et aip o,
é)‘)-" '*-.f.Cl,-bl ook sS S350y (g9 a3 g“s?v,-g‘\-*f*?)bb' ga.L s éﬁf-‘-u ARV
é)d&}' Q‘u\j}:dg W}‘J}SJ&JJLD}Q&SJVS#}&%A J)‘ﬁﬁé}w;)j J&SRAS‘;?;SJW
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5 5IT0 MCQ &5 i oS 5SS 5l 505 93 (ke adke s Lol CtaS 3B (el 8
SIS PVPURTER Tos o4 %Sjj 4-]‘_514-9 3Bra el g v ('ﬁ&*ﬁaﬁ%ﬁg
LHD > 2 55 5 smS dsSos o aBsare 505 0 S ool losl Jsa o) &
P alin plie s 2T U Ly)bg s 2 aK S ol Ldless wsm oS siles
J{SJJ%;)}; j”}))doy%;wubBlzuﬁAlﬁsJJHg\"'AJZJJLJ LquJ%;.\.a

Fos o,a%gﬂa.lul.a.c 3Bio oeolis pg) e L}Suj‘,..am pernicious anemia » ! &
& t”bb.ao)uwu? > Jo};é sl o Lo ol JJ;@JJ ar o)ld ool 0
- TE SRR VTR PN YR SUVA WYV SPSICIPYIT AR

Jujjp%;ma\.; o}lm Retic’ulocyte > () aiSa o;.wd}g 44?,5,;&,;55&5;1@3 >
SUNS! S g5 5 5l o iz pp a3 g0 d Ol3 5re 3 (Sode 3 5l g, 45 0>
Hloasin 0,5 maol s

Lot CdaS > G 58 5

SOl b 5 sl S iy 23 (S Sl s 52l 4y 4 4; poly glutamate > sl el 5
St 2005 593 guF bl 4y
23 (30-60pgm/day) Ls,l 25,5 (hel &l s3) Folate
S g31s ol ik folic acid

asparagus, peanuts, peas, wheat germ, soy beans, green, leafy, broccoli,
vegetables, orange juice, oranges, romaine lettuce, spinach, liver, rice, barley,
sprouts, beans, lentils

Glut > Lo 5l gpd3ls & s 500583 5l gime del Ad5d w55 5 53 sy s
a;;@y&@b&éad& <&;?.;5 conjugate ) L“g:,‘.ﬂgL;j.i s ~ amyl peptides
99 ddades  ws s = 6;-5 deconjugation »,LJ Monoglutamates s Poly glutamates
a glaol .s{._ﬂlﬂ%;ﬁ.ojs Sty & i o S0 0 FOlate deconjugase & A.L.mbé.;v.ib’)'
active transport 4 » folate monoglutamate L TR TV %; Microvillus membrane
Intrahepatic > 5| gl L‘;j&x (Jejunum) 5o es) a0 sod oS 5, ‘_‘,5 Aol &y
SV PR I S Plasma 4, 6;-5%-05%55)55\-’4-’ Lo sl B a5 olse g3 4 circulation
by SosS g JBL g 5 5l g5 55550 Joa 4 5-methyl tetrahydrofolate (THF) » | 251
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S ol S sd (655 olB, gl s 4 JSL azss methotrexate) (sd>ls &5 g2
;“S,SJLSoJQM;I > O s carbon >Js3 4 cOENZYME 5 | @P«;‘w'é&b i
pyrimidine s/ purine » 5/ Carbon transfer 4, J,, g&jjjﬁmTetra hydro folate »
:,3|ﬁo;%5533w|3| BM & Joz o SO« s W.J‘T,» S ;‘?Ssynthesise\.é
.L;;J.S"Judj.\woj .s‘,L,...EJI

PUINUS IO SV PO T PEI

G a9l 3 935 3 (5 |58 2 5l 50 5 a3l SUEL dl by S5,05 )
SorS MR sAliay S35 205l ]Sy na s o ppileais g o) el il s o5ll SIS
Sl sh s Cugine 5 o &SS) pre-term aSl,lies (o8 aisl py cudnS 4y ol elsh s
i) St ay ol 500 @b OLL al Jlenl ay sl olesdle (5 oS 2 (o)
Dlosile cCaspmsn & silrasen ol SULe 535 S 505 ay plosdle s 53 pasdle (g
(855 wB] CuaS 4y el s (g0

Impaired absorption (eg, intestinal short circuits, celiac sprue, congenital , Gluten ¥
malabsorption certain drugs such sulfasalazine induced enteropathy,

g 3 0 guile > @Mcfjb axs Joi 45 o Blind loop syndrome, Ulcerative colitis)
25 ol 1 Vg a0 s 55 Y

oS $Pbs L)ledsd 3 Nl ass Y

Increased requirements(eg, pregnancy, infancy, hyperthyroidism, chronic
hemolytic disease, cancer)

G sd > 3g>9 %;j;ugu $H (> :Prematurity s/ Low Birth Weight (LBW):¥
$aseS gr

s> Mmethotrixate «5J J» s cytotoxic s phenytoin :aSJ « Jw,s 4o sl s Drugs :8
P SBpgia S e Sordalisn o bolgalFodeeadsd s Jupr iy
Phenobarbital , phenyl butazon, cyclosporine ,INH, Diphenyl hydantoin, s
. &> 4> Nitrofurantoin, pyrimithamine, Alcohol, cotrimexazole

bl ?

[ (Decreased ingestion (eg, poor dietary intake, alcoholism, infancy) 1*°
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Diphylobotrium latum, Tropical sprue, Heavy parasitic infestation, Fish tap warm
& 99 .s%;;lx > olegile asa f’fbﬁ Ui Increased loss(eg, hemodialysis) :V

SorS a3 platd & el K53 5 (6,08 4 di @oat's milk ) s

4o SlS

209039 pLLL s (g 3250 WMo ol Bliel jp Lol s 5l Céls éﬁuﬁjb%
> it bl s gslael s Jlul page (S Lo ssb g gs oA 0L 0)L Al s (g
S35 ol o can g asf e L 5 (g L@.';al%ﬁ;,tc))b - 83 25754 alS ) Ulceration
S35 Soa5eS feeding ples,b s sl g

oS aisuial ;485 Hepatomegaly ) bl 455 255 ;,L’c”b%;(,ﬂbjg.\.;: o
RTETETY Extra-medullary hematopoiesis ‘T;;JL&;)LM;%;;

wEh S 3590 abS A Ineffective erythropoiesis » (s 5 it S plagile o
$9 35750 (o Weakness | paresthesiacﬁéL...&,; DJBLC%;PLAJ&LA
i )b
s bis S o sl (g @b 433100 FL &) ) d MCV S iy aome sy sles b 5
o Poikylocytosis s/ Anisocytosis s . s & S ‘_‘,5 s 4.; Macro-ovalocytosis
Hyper » sl s Neutrophil %;MJLPMM 83 o5 o2 MCH a0, laen (55 3929
o g Aot oy o 28| Slovndo a5 5l Do S e - (95 S5 s SEgMENtED
- gojlxlﬁg@gidlg%;,ﬁbjgu A
(o4l Myeloid 5| Erythoid %,JJ +LS" 4J Erythroid hyperplasia » ‘_‘; BM 4;:¥
6J.S s Lix Ineffective erythropoiesis 5/ S357 50 (S > precursor)
by ol g8 3 5L S 5 54N, 00 (g5 050 0, a0 4z Indirect Bilirubin s o gy 5:Y
S WS SN
0w SodaS D Vit B12 »
Qﬁ@@ﬁ@débb}'é}d&%byvn Biz 53 e ;L;c\...ufu Vit By »
wCadsd 5 S A 0w palS s S )0l 4 Jseskae (Methyl malonic acid)
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Sl (s oolins (533 5l o aaS g Cdpd 5 5008 e 5 (S CuS
LS55 A 00 g a5 3 J g0 shae (Homocystin)

Allﬁ)bcéj)bb

SN S g e )l sl TV s N A Jss 5 g8 1-Bmglday w5 ples,l
S;Q)WﬁbiHML&U -’%;’;LJJ b a b |>~g“§g-;5|-'\-:-;¢03;~2’p-§xé‘\3)3
200 b 3 3k )b et daa sl go R ar gl Suy s 2SS L0 S0y st b
1-5Mg 0 sy o 3105 5l g e (2550 5 g ppg) (5 Lol 4 cotaS 5 o5
4) s > 1mg & o310l B35 5 (S JsS s sl sal assb3 Lo > A Sy
4. dnjectable solution 5Smg/mL ) g, —S J o5 55 s2Uae 58 30, 5555 ¥V 5L
>Rt (2 A Ll by a0 el S pb Gle,bass oIl Joag ol (g das e s ain
Reticulocyte 5&;,5”43%”134.;&); 3 s Ol a5 ylelys sl ST 58
g8 e olalSay cdajs s gl et

Sl S5 5l o ol s 3) 55Ty o CadeaS VL C 50 iiaS s S5 5 plo gl
iy 35 (S IS SVILC 5 o pmS Cudid s 2 5] 3520 Jolt gl 055 s 5
S US4 psilesd Vit C o Aol S5 -’wué-’

Aplastic Anemia or BM Failure
AQJ{;g
S5 > hematopoietic stem cells > ;%;(.E;’&A%oﬁjj;o,&@g%gm
( precursor) . —Séw (erythroid , myeloid, megakaryocytic ) 5l o o 55 U o %;’\LH
-0k o o 45 Aplastic anemia » g.z%,.ﬁfa«i;u‘p)&;;\)ﬁ LU|L“5<...S 38>
30 dsy w&w-.;%;: dSwle bag bl

Precursors

Marked reduction colony forming progenitor of mature granulocytes (CFUG-G)
Marked reduction colony forming progenitor of mature megakaryocyte (CFUG-M)
Marked reduction colony forming progenitor of mature erythroid cells (CFUG-E)
CD 34 Antigen bearing cell
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ok poas Aplastic anemia s . il 45z JI5eS True stem cells !
> cytotoxic T cell ;L;A.gjjrﬁc’c»gqu.{‘,,\.c St g0 5 lond a%;G‘cJJL;%g,\,;
3 & $oxds gamma interferon, TNF Ol sy S, 45 s &;m a9 lad
~%55J5€&33~\-;5@*° > 5l s s g s 5l 5 0]
asls 4y Hematopoiesis » aw s a3 o &x,;ﬁ%; );.u.;%;j,u 3Ol Jod Sus o
o 29,53 oo ol als el g s o 5l J5 58 Hematopoietic cells » 5,73k
A.]‘._‘SJC)JL’J; bj)}.‘&é aLd %ﬁw QJ}.& é.hw'j

Colony stimulating factor erythropoietin

Colony stimulating factor thrombopoietin
Colony stimulating factor lymphopoietin

(&3 45> thymocyte > o o
4 (hypo plastic , aplastic anemia) oy (WS pus > pdae e s &S A oA
Sliwsdin 4y 53 5 5o Gly alllas 2 ST 03550 S5 psals (2315 7Y S uskee 2
8 i

1&')43@*35:*}-9@3154-4&3)5@3*& i J 33 o0 30 4
.gbmg@fgstem cells 4 po ;%;J,ua 3ozl sy )
sl 8-interferon %554.‘;“.: a 3 d,JLu cytotoxic T.cell QS@ ay S e 5 sl asy Y
345 axs s gl o (3192, Progenitor sie o 5,5 > 5 5S gg > 5l Fl, a5s TNF
aplasia » 2 o4 oS Ol 0N n >l ha 5 S o ;@gadu;.%;;y)
g3k 5 4 All line aplasia » nga(.folﬁojj.; L sl a4 single line
L, Idiopathic Lﬁ‘_}j; ‘_,....S s Acquired L 5! Congenital a,l.o’jg‘cbb@,.o,s >
- s (secondary) gﬁu

Congenital or inherited causes

Congenital or inherited causes of aplastic anemia (20%o) include the following:
« Patients usually have dysmorphic features or physical stigmata; on occasion,

« Marrow failure may be the initial « A megakaryocytic thrombocytopenia

presenting feature. (thrombocytopenia-absent radius [TAR]
« Fanconi anemia syndrome)

« Dyskeratosis congenita « Shwachman-Diamond syndrome

« Cartilage-hair hypoplasia « Dubowitz syndrome
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« Pearson syndrome « Diamond-Blackfan syndrome
« Familial aplastic anemia

Acquired causes

Acquired causes of aplastic anemia (80%o) include the following

. Idiopathic factors

« Infectious causes, such as hepatitis viruses, Epstein-Barr virus (EBV), human
immunodeficiency virus (HIV), parvovirus, and mycobacteria

« Toxic exposure to radiation and chemicals, such as benzene

« Transfusional GVHD

« Orthotropic liver transplantation for fulminant hepatitis

« Pregnancy

« Eosinophilic fasciitis

« Drugs and elements, such as chloramphenicol, phenylbutazone, and gold, may
cause aplasia of the marrow

Fanconi Syndrome

Autosomal g%ﬁjual%go;gébbéwnqoﬁ S S arjj.\.;w%;;ou
Sl s o G s o)l (g0 K lher . s 50 o3 Recessive
Squint Micro-ophthalmia Brownish pigmentation of skin 45J (stigmata) @G
S 3o Jlsnis %;:35‘%5,& > «Depressed & wide nasal bridge cMicro-cephaious
Sl tles ples)b g o5 3080l hes (o5 Juli )50 5l (05 as g ST JLogl o 8Y5
s u;I,d thrombocytopenia » ‘_‘;v sl g3 (subnormal) 5 Gud e[ Joob a2
AR 2y 4 olol oley,b alS a Neutropenia s . g5 55> 5 sl bruising . Petechia
309 90 > Say oDle sl 2l el dsi Lol s

oS S 257 5h @ hypogonadism. generalized hyperpigmentation of skin a5,/ aes
ity ool Ligslusmes 5 0 g posd a5 odsi 3 55 gs o b agose Jlopl &)y
45 o (..Qk.cjlubb.d WBC > Lo sl u’al,cl%glyf:RBC > s ol G ol Sews o
‘g;b

Obs S o 5l g90392 50 Pancytopenia%;smear (s SITEY Diagnosis
“ S f.S s oo Reticulocyte s $3 Normochromic and Normocytic (75-100FL)
39> 50 I Hypo cellularx‘_‘;a.;il.m‘\.;BM 3.3 080 4w HD-F ;%;jsuj&u
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Erythropoietin;%; wuy by &Shes g5 g S Jil a5 L3 BM 3 gt ool 5l
S8 S - A
S Doyo iy Lol ol 5 Josns e Sl ol b Lol ((Treatment) ade s
;3 ‘UJL; LU L55 Do Ay Shd (SR NSRS 2,5 Blood transfusion AJ‘UJL;
.L;.:i;)j Packed platelet

i8I 65555 aect ai Androgens s )L ais s BM 3 plesile 3 S ples,b %l uy
— S5 L“;?.;Sa_z..aj: Oxy-methanol s/ Dura Bolin (Non-drolon deaconate)
S35 g S 45wl , Hepatoma QSW a Jlexiu! oylunlss 5 Oxy-methanol
BMT(bone s aikes (s S a2 (53 4 g8 IS5 e & *"Dura Bolin
> ‘_‘,5 S ag Jlogl N5 5 sl sed 3050l 455 marrow transplantation)
03 S a0y pde b >l

Acquired Aplastic Anemia

US> OVEE S TR RN Y Y TS  CAL I FEPIUONE L VT N LAV I
Ashes 5 5 é BM & sl 50,4 e pancytopenia w?.f el by (o
832l
:VAJL&%;;@ s slaS g r}lmj%;bjjbé-;(:h“d hood s waled7or £5)b g2
a4 LU 352095 gy 3 AR BT ($ 7> (precursor) ooud o 5235 3
>k s ay LS gl sl s il sl SL5 L sl saaa sus 5 gl
»l ldiopathic = w5 s JS0s Lml (s 2-6/1 million E L g e
S383s Jad ‘;5,3.“ a sblol gl jﬁbgﬁm}é « 53090 gsleS ¢ shas 2t
sy &4,k
Idiopathic (25-50%) :

non drolon phenyl 5 o5 i 05 Juld S (505558 & A STl s - ol 8™
.&S,ASJ,SJJ&;),? 25-50mg A,;‘*“’ o2 & (65 25MQlCC S amiuns 3,5 (g3 propionate
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cytotoxic T cellssl 3L L;:.’J S Immunologic suppression of hematopoiesis :Y

CLled ghess iy g s5mal ay Ologiile jads gy 2 803 ol (B, 45 i ol o

S Ja (N wserelRe sdlas (Ses 5 (65 (g

Hla e ol o) J5,88 52> Jlo ) & > hematopoiesis > ¥

Sl adia 5L g e ppalS A B s 5oy g pUanY

omly ddg om (S e TrrYYere w Jeys s Chloramphenicol 5. ey 1]

«Anlagen (Phenylbutazone . qlebsihu 5> Joys s (S asp s34 0 Goi J S5

-3 4> Quinacrine 5 Carbamazepine Phenytoin .Cimetidine

oy, 8,0l eloles,l (Benzene (DDT 4SJ :toxins or Chemical Material o

L9l Gold &SI wldsswlys

Radiation Ionizing:c

(viruses ) oblol s

Epstein bar Virus . Paro Virus «Hepatitis B,C&D (HIV) AIDS, cytomegalic virus
, Myco bacterium tuberculosis others

S i £ab (503 02 sl Thymoma Preleukemia S )b el i
s S5 s a.lif S ol « (Paroxysmal Nocturnal Hemoglobin urea) PNH
R R %,..A; o i J33 (R 50 4y 23 (g5l aBuisl; Aplastic anemia
s Lol s 2o %515_6 Sl e 5 e(precursor) sedilo 3 BM > ‘_PSU.&.JJL;
bl ;%;b" SorS MIJ%;I,,JJ& %;Jb;;;fcellular sl 154 5% 4 Hematopoiesis
U %;.\st Microenvironment 4, LS 4 (immune mediated injury) Ul L;_la.,.g
cellular 5 ose,5» 4 Hematopoiesis ;gm a pedu s T-cell 55l gy
$oS asaly ol B S Jo S

655 gl sl § )b ay s3b g5 A sl

Dose dependence :J 4

cg;@JLM-?M' UL;] (S5 gS-’yJ' NZERISVIPE “ L sl 5as ,;JJ a Juoyo %;‘-*-’%5;"-’" S
ol 5 Lt (o linie Benzene M_Q%,.:J.s@us(u > plas o > S
e plise ol 5 Methotrexate: «Seum) gp2e &) Arsenic. donization) Jus
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bl s sl oo o (égﬁJw' e %,5%;31-")3 Y TPL RN % 2 B2
ST RIRVI S
Drug ldiosyncrasy 93
sabal o)l o) (g05 whae e SIS i3 s o b ol (s oy S Jeud S
JIL;‘;,AJJA 4 Hematopoiesis s‘_‘;bx S & u.w > Aplastic anemia 4 %S9
Phenyl butazone > Jey3 J (g33 oS &5 mul, Jlnls g Js-28 cellular
, Diclofenac, «asdelds ¢ (5] ,;L:Y..a gyl 4 555 3 Jwys aes) Chloramphenicol
5 %;wb sl (hydantoin, carbamazepine) J s .\.z@k:.ﬂ > insecticide. Cimetidine
RS aﬁ@;u&ﬂqiw‘,x > V‘E‘u’” :L;_,JLHS,J_,,; a Jey3dy e g3 e
o 1S Y Ll St s 5ol ka4 S sl
Hyper spleenism:é
Jadril shae e s abanls 4y bl ol 5l oo (g pmacSs 7
CeinaS Cd 99 5l Vit By, :%;_,ﬁl:w;b a ¥
o ke Sls el
< asile g3 %;c;JL:A.; &:.;ujiajujlb‘,&%}b 5 o oyl By g g3eS
SorS S 253l g Lt s
Shsep 2 S sl b sl g o)l omodda 2oL poaS > (Sl
s> Mucus membrane > 45,1 dea ol Ecchymosis Purpura < Epistaxis :45J Y.ak.c
aslial sl Ll s S Jad Losmles Ll g0 ssliolaJuS a5 5o >a8d
(P9t V) s anosPlatelet s S 253y ol ayass Jois 00 Jyans jd 55055
il &S sl genep ps B M (S A g0 ST Jlsdd s
SIS
o a5 e o (Do sl 2l el L] ;Lz;_,sl.éjjba.;%; 4355 bakyd by (oo
$3 835790 SR P> ‘?Sij'ijLu a s> ‘;b 4 5| Depressed pbas oo |55 (50 &) >
S35 034> 30 Splenomegaly sl Hepatomegaly
s (kS 3 ol ats ) bl py e pblol ple, b 4ls o Leucopenia »
é:—wl-:-ﬁrs iy oL b LigSo) 5 g8 ansl ny Sblol 5, Stea oyt oiap
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) Drowsiness «Irritability « s, QS §oobay &S o S W gnps ol SLLuls
MY 2 S e gnp o By 5 bl ool S Sads e g0
A 0yl o5 s 4 Platelet QR sl Jl S Platelet > st
23 g Sl gadszossay £o,blne kel Il
’ .Severe Aplastic Anemia: 4!
> 3l .5 Reticulocytes<1% ,! Platelets<20000/cumm .PMN<500/cumm g SH
Extreme neutropenia <200cumm 4; g5 oS a3 %70 3 &l > Sy g 5 o oo e
$s 2lA ol b s S
.éjbj Criteria TNt %;jl.z.,..ﬁﬂ 422 :Mild Aplastic Anemia:’B
L;5 v o 4 Oles)b (s=> ($3 825754 Pancytopenia | =S %;,;u,_zu by (RS
w Jazslmles a4 o Ol S are oS S ,, 45 pancytopenia L s/ bicytopenia
Sdgse > Lol S 3 58S w3l 553 bl ssleesl k)b Lol sl
s G2 s bl
leucopenia s/ Normochromic Normocytic Anemia %55 é;-u L;ad.mu oleg,bos
50000/cumm L 4 20000/cumm & Slowdo 4 30 5 s PMN<1500/cUmm o3 5> g0
S (.S a>5 1% «J Reticulocytes r.a,lw (.5 a>

(dry tap )3 4o BM Aspiration s> BM Aspiration » s, gy jauadd >
3 o Sl

a crown saw for removing a circular disk of bone chiefly from the ) trephiné 3
lymphocytes 5l o>Loo] S s s ol Jolew sols [RR%: P‘E‘C" abawly 4y skull
Megakaryocytic 5| Myeloid «Erythroid s <Jl> Hypo cellular ,io o & g5 Jo
> ayiad Ham L (sucrose) o 5 oS Jd (s ¢a§ b Jo3 pe2ls & ‘_‘;...J..N
S BM &y (o a8 ¢S 12 0, 55, 5 Paroxysmal Nocturnal Hemoglobin urea
SN I3l plp a2 o Jadsy colusand Y
R o A5 £ 9,
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é}“,s,;;%;g‘mb S :Idiopathic Thrombocytopenic Purpura (ITP) :)
sl Lol 55 00l s S AAL bl 0 supld Ll 5 sl
.éﬁ

5235 33 S phae o SNy 5l 4525 Pre-leukemia or Leukemia Y
Ol 2S5 ke S iy s 5055040 St JSn S il s 8 i 4
sstaed 5l Liver | Spleen %;,L;éj)b%;.\.;rbﬂ&gﬂ.{ﬁﬁab %S}QJJ;&;.ZJ.A.QJJ
Lsﬁ;;uéAAA.a_,:-dj 395 o0 ek oilde

Hyperspleenism:¥ 4l Sepsis and DIC:¥

aidoyy L9500

aday5 (6 5 55 J 5]

23 Gyl oblol wd ] (2 > Lol

s asls Lb sl g LSl ghess e ples,L )

R L Y e Tl &L @Toxinjly,;&g),.bw‘j,;#

> Lol S 6};1» s~ Neutropenia » &% olg,b a3l aplastic anemia 4
& > PN gams 3 il 3 ol gagl gl 5L &;,%;m%,;u,; immunosuppressive
@QL@JL} FEY rﬁj' L“;.:JLM.:..NHJM Oldesl 4y &5:,5,;?5\.; Sl gy 5 plols
sl S5 aS WSl 45 s S il s g %;:.l.eja steroids or CSA
neutropenia » & Jluy 50 ks 20s 5 e A w.]Laﬁu.iaﬁw > okl o sl
JUIN{PY ‘,}_;"JLAJI:_; QL}J|%§_~55L‘;}J‘9§ ;%55;‘;5-34.;

oesw s plol s & gslw VoW POVER WO ol Parenteral > LU ool § 5,0 »F
%;JE; a sl J‘,S[,Lp (>3 asla &Alﬁb; Soblanl ol s,

25T olesile (505 (o 805 ohs nay a5 Jlominl (65U5 3 Sdsm 51 5 5
disS )l ez s 3 (S d ay Qo Sas 5l S 3y olols g A
aminoglycoside , s . Js3 combination & K5 s L?.:.’J 03 oS b 03 5,2
- s~ Jleazsl( metronidazole +third’generation cephalosporin)

) T ada s adawly 4y Packed RBC 5 4L Leas Fasl 20

357



b s sta)b Jyene 53k s plinsS s

(s> > 3l 5121 Platelet transfusion e ,LJ Sy > gk R TR
oo 3 Hlex Sdpy Lo :g,ﬁbj,\.ﬁ.\.& 4 355 5 Platelet > s S shde
o3} 45> 20000/cumm » Platelet 5 &S5 LU Platelet s Jo3 55285 4 25U
Lo Jilay
53 5,5 g“g”,.‘a‘_‘; OPDA.;CA?EIJAL‘;...gJ,g Pl oV
ada ;> Definitive o9
»3 (Bone Marrow Transplantation) BMTsades s sgis 5l suanis AA (gamil >
8340 So py o>
& ;,LS-%S.; b sty % 0 paes L,Ln»u 5 c;.gl.tkg‘wﬂ sadoys AA

ogile s o) Liplad ;S0 seome 50 sl i pbite s 1S3 5 Blesdle aks on Jy)
03 Phagcad s e slan S o gsie s sles gua,e aiiy Slale 2 M sl
abgfmfﬁt’mb 30,50 Py b Bl ada s alne 5 5 03,5 4y 0,3 b
Onl BU s 2smpe sl s )l sen 545%;-543|~\3‘-“)541O3W|J3 e
Sassap 3o sy dly o)l oS s SLlol s & aoy o Ol Siids
Jodplie a0 50 oo J S5 osder oY ol s g sl SL il s plinsS
Shss s S e o8 Sy S§ saS wlisy (oidh JEFs080 o4 Jansly
ol prsd a3l U L pliasS sl wmls alde s (S gl 5 s
0 J s 3 e lil Blra s b0 5 5 S aosl gy o plble sl Soe
> S Ol gee (LU S5 sl B apsdle BBy g aidie s s, bonm ils 0 4
e S g 455 G s
555 aadlan o Joy g g adeys aobdU JKAT suual 5l sads s
mild aplastic anemia : 4!

OXY 45 (29,01 J'-iLf"ﬂJJJ'%;*ig“SJJJ“'J&&sL"jJ); Lbass e oley,bg0s
S5 sl a0 %5.»@.5 JsS ys a9 ass 5 stanazol (2-3mg/kg/day) L methanol
oS s o5 ade s i Joolo Jyas 2 alS A2l g5 w0 & N Jardl pSs
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ay phae e 5 (g5 an Sl olaisl sl s (g aSiSEVeEr aplastic anemia .o

(_53'3 &?'}5 0y L;.’J-A)J d.&f‘ QL.‘CJJL‘J ’/,/\~_?é 1_,1/.33)'03
Immunosuppressive therapy » JaJ! o204 BMT 3 p ] s BMT @wﬂbm
82 g 3 Joso g ‘_‘;{J $H (2 <> Jleaul oo, (IST)
ALG™ (Anti Lymphocyte Globulin):
>10-15mg/Kg/day w3 s,l93 43,5 - ATG (Anti Thymocyte Globulin): ¥
GMeY g Dl ey s 5 S U550 IV, 505 5505
0ol smiles syt s 53 W s> 5 8-10mg/Kg/day e s a£5:% cyclosporine-A :¥
x;-’;z-; g ey gdis 3 o gs}:-“gﬂ“ﬁ > 6,@5 JsSos

Androgens s, L o/ Methyl Prednisolone s L sl Jsa %;I,.“, ay Jo s a5 Ak
&3 s 10-20mg/Kg/day 31l Methyl prednisolone é,S JsS s 5 o b

&3 e Jo 3 o S J (g4 - Hemolytic Growth Factor: ¥
Granulocyte colony stimulating factor (G-CSF)
Recombinant Human Interleukin-3
Recombinant Human Erythropoietin

S50 %s""""g;l"f.')y'i" N SERLSPY
BMT Cess aoes 5he ,3 IMmunosuppressive » L;.(,;L»,_;‘au b ot oS 4> JIS pud
iS55 agJln s (5555 & armt Js3 Bl 4y o# Corticosteroid S dad . 23 S &5
SN STYR AR %5_;5.3 JsS 4oy Methyl prednisolone s o,Ld 55,5 )+-10 »

Androgen & sle sl sl (oS o5 aihayd (g 50 55 ‘_‘; Mild/moderate AA & .55 s

o,Ld selu ¥-7 5 20mg/kglday) Js3 4 o5 sl > (ATG has 2 origins, horse and rabbit) ALG *
S5 IS5 0 e dad e iy (B

(horse ATG as first-line IST for aplastic anemia )

g 50MQ/CC & piaminws 55 3| 100mg/cc%;J,Lm 03 Jo s bllasol blas o Cyclosporine ¥
saul 5 15mg/kg/day Lﬁjljsj)j;&gﬂfg dxs acelu g ¢ &5l 8mglkg/day gj;gj VW odala 6
S S os s ey ol o)L 5500 F
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A0Sl > g3 as Ol sass 3 S S s o)l 52l Y-T s 2mg/Kg/day
oot ey Lyl o 45 g:5.:.l.oj.> $ 325!
axldl s 0, ‘_‘;‘J..cp: slol 3 slec! o aseall Jaa> a0l s —adays gmsh T
Medication Summary

deJseS sfa,l s (s> Pharmacotherapy » %55 e 4 aplastic anemia »
> a3 Immunosuppressive s g3 J s a>vw o malignancy sl J,S 4 SN
S Lulsgp‘;b by 9 JsS 4 o5 Cytokine AT methylprednisolone 5/ ATG, CSA
aplastic 5 Js3 s SO & CSA SIATG @;I (s D320 e J 33 COMbINAtion
Jleazal sloys 3 5w Jsy cOombination 4 Qﬂglj ol o %55 ads 5 4y anemia
s i s)5S 4055 4y Cytokine s GM-CSF 5| G-CSF 5. g5, &5 e w55 L CPRARRY
o loaul %;,ﬂba.;refractory infection »

Hemolytic Anemia

s Sl a5 Y 5003 Sy jee 5 9w 3 8w Jad Geses &
poyes -’Q';—«f L D 5,50 g D &ggﬁ;f,g.cjﬁojﬂ .s‘_‘;”Hemolytic anemia
s d Bl g &S g2 AlS Jeo 50 Olj s g s 8 sl (premature)
FETY J_“,L;,; « g9 (Criteria) 4;;\3& s> 5,Ld Hemolytic anemia » <y 53 5,5
ol glol siaze 3 by 5l By ases dlS ) S’ s Folic acid 5/ Vit By, 5%;3&;3596
Po3a gl 03 5 505 5 Sxwainb 5 Hemolytic anemia > LU ee B, aiss
it 329 53] 43> Hemolysis ) oM ‘_‘,5 »a,b 4 55 Hemolytic anemia »
k25 93 (g 4 besl i e s (63 4 = ol > o (Erythropoiesis)
iy
Hemolytic 45 JI 50U 5 Erythropoiesis s g3 s o w9 ol JIsbicu s s 5098 5,m s
Sre ks AE.MI;A.UJJS »3l0 > Reticulocyte > JI5U 5 Erythropoiesis > s2lsanemia
' Hl & e «u 50 RBC Jé@j%‘dﬁldﬁﬂbj}) TR
:<Abnormality)%53Lgt,$i~; FLsS s msas 4 Jsl
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Jo b -’%;’;635 lag Wys 1y @y S o alS J Abnormality s 55,8 5 >
C sl %;ngf.S‘;.ﬁs cInherited ) 535 J315 5,58 9 2 b sl %;jl.g{s‘;.ﬁ;dntrinsic)

a5l (INtrinsicy Jo15 5555 55w 3 g gaS’ Powl s

1: Intra Corpuscular Defects:
a- Hereditary red blood cell enzyme deficiency:
G6PD-D, Pyruvate kinas deficiency, Hexokinase deficiency
b-Hereditary defect of red cell membrane:
Hereditary spherocytosis, Eliptocytosis
c- Ineffective erythropoesis:
Thalassemia (o, B)
d- Hemoglobinopathies:
Sickle cell anemia and Hemoglobin C,D or E disease etc.
e- Paroxysmal Nocturnal Hemoglobinuria

f- Infantile Pyknocytosis
gl bae 3 5L S 5 s s
RBC (8 st iyl SLa o wgslh (Shaow 4 5y S opm s Sl o 4
s pssnn 3 Y Gy o gassS g Sl g0 hy g AT By A S
s2!5 Extrinsic Causes) 4 54 %RJL&A.SJJ.;A.’:;@@ ad ol W g 5d s anoms
2: Extra-corpuscular Defects
a:*Immune-hemolytic anemia

Isoimmunization eg. Rh and ABO incompatibility, Autoimmunization
b: Infectious: malaria, Kalazar, Disseminated TB or Chronic infection

SN s s N gaS 5 g3 dans 3 325,55 293205 52 gl 1 Sl s Load | St e b lre
Fos o a sl SLw é;.oé.ln'd.!&:ag‘bﬁ)ﬁb (Immune globulin) 4L col s, la> sﬁjﬁjﬂa&ﬁr,{@

S+
> abaulgay 53l ol 1gG 5 Iso immune hemolysis:Iso Immune hemolytic anemia:

(Rh, ABO incompatibility induced neonatal hemolytic anemia)gé-lja.:é;.a&gjl Lioe exogenous
auto immune hemolytic anemia : auto immune hemolytic anemia: Auto Immune verities: ¥
1] :Mﬂﬁbé”éj)b%g.\ﬁ - >4 e 53 Lics endogenously @A.,S‘d&;;p%,‘cl@n >
oo LpSand s s d Shadrn SISl aysms s dba 5108 5 s 2058 WS A G0 g
.83 35250 JI$L erythropoiesis s adS'ad ol g pioglas ;&grﬁn&pwl
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C: Shistocytic: DIC, HUS

593y 45555000 (61851 Lol i s 5 1 g2l @'33',-33 ISVICNS PP E
LSJ-;S s 52055 &S
$° JJ.;%;.\:\J a syl .5 Red cell generation 3 P ldane: sl
L aSS o e le:.ow:af; Joy osluway - A

ol Ol olé 4y g ke s gl > S (Tear drop cells, Burr cellsufmﬁ dla.».z.o a
<5l 2> Spherocyte 3 5,5 <ls Hemolysis oles Jols & by S o goi Sl
> e 1 g 3 %;du.u 4 gl o Caagmse Cuily LM s ol 5512 Sickle cells
5‘_‘;&')55 SR JESd &> J sdhe '&S«J Syl 6{%L5 o, J..aL;&SLo\J > £l
o Ol Ss e Polychromasia | %ﬁjjm s &b o el 552> Reticulocyte
g“s,-;-{ Jv\-a-]‘,; obss 4
JAIPVE RSOV P PR GLIS R
S 9o 3 alS aJ Hypoxia s 5 > as L.HS,%LA%;Hemolytic anemia 4 %5.»&3
44?%;3&;354.:;: o0 55540 3 5l g5 4y Erythropoietin > b GorsS da R0
s> 45 ul)ss (Reticulocyte) OLo S 0w oled Wby axs cIb Jboy s o %;m
Reticulocyte » .&;?..“JLU‘ s o> o5l %sa.‘_;‘*-%u‘*-;ﬂ «compensatory erythropoiesis,
3ol SSlsed 5,9 4 ax3 55 Hemolytic anemia o &5y JIsib) i 3 5l
&3 é,l:.; a Ll >l & (,A?Sjﬁb-a.; ol as 5 db,ys Hematinic
Myeloid | Erythroid s al.S” «J Hyperplasia 5 Jedu 35505 8 5 5 BM 3450, oes
BM Q:So%.g a Cudlad NN > o .&;?..“;gbu@:l)b&(z:l) b Jloy g o cwnls
P EELIISA ;%;Aq;gaa,;j%;;’bw Expansions BM ;@%élj a>ow Hyperplasia
+5><» Neuosteogenesis = ?S Outer tube 4, 5! Pressure atrophy g Inner tube «
58S o Joa kg{%b- a el ags @JS’ MY U g s Sodr > >
3 5, ‘_‘;,SJ,\A Metacarpus sl Phalanges
S a6l 5,5 Red cell distraction Ai@ajsjlgm,ﬁ.&x WEE
$3Js3
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Jly3l 4 458 Urobilinogen ajl&;a;.uga.g‘f Indirect bilirubin .s%;ubwb&;.m?: i)
by 7 W56 W Ged OlolS a8 S D i s Sy S
o S 5 S0 e Lo S 3 2z g Ly %;;;,S‘;.ﬁ.;&;Hemolysis o500 adaw oo
gﬁu 43 a3 (1.B) Indirect Bilirubin cros b g o8 :%;,ﬂb}.:.;wbﬁ;
S 5y QS ,lysl 4y 4y 5 Urobilinogen s 5
Soigs (AMY/AL) as> el Jls ) 5 4 4 50 Hemoglobin » L33 :‘?Su.‘c))b S O
sles J3ls 4 Cyss 56 Hemosidrinuria 51 Hemoglobinuria > S »leal 4l
RTINS RYRTIC ST R SIS ;g%%ﬁé;w;’ém Hemolysis
gl S 4 e s a3l ol 4lS 4 Hemolysis » %;3&;}: <
S sl silie sy 35250 B (55 L) a3 5033 sheybad 335 3 disl (g 505
0> o3 g Godemgend 3 S srbasl g ol syl ol Sel o)) cus S
SS I Il s g9 8 edes 5,05 2088l ghen s SorS
Hb L?;w.s‘E:SHe;nolysis L;"ﬁpj 315455 JI 55 (Haptoglobin) u.gjls’w L s
> Js3 g - g, Haptoglobin-Hb.complex sl ¢S 552 o Haptoglobin 4]
Neonatal 4 .+5 5,5 20-200pg/dLaJ%§ 53l 0] AJLAJJ;@%;;bA.:.{.@AgSHaptogIobin
.(éﬂ.’&.@ o 0 93 Jle 5 4 40 5 Haptoglobin ;%55
)5S (HeMOPeXiny oS somd 3 LMy - 5
s> 52 0 Hem 554 Mo » Free hemoglobin > L55 L»pk,;a,g%,gda B-globulin 4 Is
Sl 43 Hemopexin Lo D ;JJ,;%;.\JJ&;:,;S
dﬁl.i) 4y 9 Car boxy-hemoglobin P9 e s> o/ Lactate Dehydrogenase PIr 3
9w :@éa‘jy,luﬁ&g; 3RBC 5 alawly ay Chromium-52 » aigles  ws,s:
$3 ¢S o e Jloy s by S

Defects of Erythrocyte Membrane

Hereditary Spherocytosis

dosile s 2os L5)b Jyars 5o goalss o J 0 $5laS s fus 3 L)L als
» sl g aslsl .5 (Decade) %5,‘.»“.1 (523 5 @Jb > ol dJ...LuA.?w- 455 Neonatal
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Sl e 3 %00 &5 Nyl a4 W15 3 spherocytosis g;a“)l.o.su.i:j,L:Autosomal dominant
S
Sogdle el b0 Seiicea s s S 5w s lesile s Sspherocytosis
IS ad g e 2 Jsa ay S 5250 S sy sl a n00sS s
ggdf.sﬁ;bw: ETIRE VST %;34\15 by 3 S a5l g UG e, s
% k=Bl o ol O U spherical & o o (> aad g
55 N o ) et sl G AT Sl g (S 0lsd 4 g2 (S o a2
Pathogenesis

sl @MS Cedry > ANKYHIN gl spectrum gy go4e B Lstromal 55l 8 5 >
Sl S o sl GpS B o sl A 55 S 5w > % s Unstable . spectrum s
d S o SIS i e ol 5l Sosdsle Sl STom S herdd 5 gl 5
Oy so  Sequestration (g gas s 4 &5,5%;& Ao %:S@y“ a Ol S bﬁ&;%ﬁ
9,2 3, > Metabolic acidosis s/ hypoxia . stasis a3 ax> |45 L,l., o ol -

S5 I JIseS SATP s & ér.{glycolysis

A

Specinin | Andcyrin —
deficsency @% # pH —= | Hamolysis
% 4 Macrophags
Contact
Splenic SeLEMic
Trapoing. Conpimionng | Further Loss
Band 3/ Probain 4.2 Erythrostasis of Membrane

deficiency

e
Spharocyles _—
Releass of Microvesices :

g@% Microspharocytas

390 g 3 dgeld ddslise 15 S ds s Cholesterol « Phospholipids o sl
a@ﬁojdwdSurface areajyjjﬂ b%;bu.u s )léﬁ&nﬂjm .:ﬂ.\q
&= k3l o Biconvex) bkl wase L ospherical Ol o 5 (gueS
IR PO L,,‘,jlksg.;bpu%; spleen 4y &l > spheroidal
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Clinical Feature
Newborn Period:

45,59 397 50 Hyperbilirobinemia%;m%s{u.g,:l.ijAgopk.cb&j.bbd ;%5:35“5;
lie LSl 45 Exchange blood transfusion ! Phototherapyc,fwo@ S 8 25 S
4 Reticulocytosis . g5 K o o £ 3,0 3 5l Jseme £ Splenomegaly . o3
(59 35750 50 silisa

YAAK & é)df) Wﬁ'%b QLCJJLJ bﬁ'é }.Z‘*ZL::.AJ} ”{AJJ a ZJJL; >y
e g0 o ekl o ny (o oA IS Ll (20000 s 0 U (S sy
S e M SS 6o Jly g 5 anemia g&jjjﬁ;.é sl hemolysis 5 &
L3, &5 Blood transfusion %550”.4 4 Lol gl s (g1 anemia aSG 5] a0 58
S o

L;_,.:Ln‘,.wbo A.i%;e\.l}fo %5..\.3 SVPy b‘:}.wLA .):%_55 A.l:fo 4 Childhood » ij)b »¥
=3 4S 4J Chronic anemia s o oi e S0P $3 9357 50 Lol o ol (g i LS
d:,g_f bJSL.:.n a Jj.} u"‘"’ﬁ 4 ¢L§3)| 3' 839 yLA_,.ﬁ:Lﬂb d{).n-ﬁjl.’.ﬂ A.é))b

How to palpate for splenomegaly
NG ] J

N\ e T
‘ 1,'1_ '-..; - /
;\l’ >

o~ | &7

b =k
,('\/ -
= V 4 . 4% - S
mass that bumps against your fingers. Re-

member to begin palpation low enocugh in
the abdomen to catch the edge of a massiv

-~

Detecting splenomegaly requires skillful and
gentle palpation to avoid rupturing the en-
larged spleen. Follow these steps carefully:
< Place the patient in the supine position,

and stand at her right side. Place your left
hand under the left costovertebral angle, and
push lightly to move the spleen forward.
Then press your right hand gently under the
left front costal margin.

<« Have the patient take a deep breath and
then exhale. As she exhales, move your right
hand along the tissue contours under the bor-
der of the ribs, feeling for the spleen’s edge.
The enlarged spleen should feel like a firm
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spleen.

< Grade the splenomegaly as slight (2™ 10
15" [1 1o 4 cm] below the costal margin),
moderate (1% to 3” [4 1o 8 cm] below the
costal margin), or great (greater than or
equal to 3” [8 cm] below the costal mar-
gin).

<« Reposition the patient on her right side
with her hips and knees flexed slightly to
move the spleen forward. Then repeat the
nalpation procedure.
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4| Gallstone %55 #LEab 4 s s3>0 Hepato shlenomegalyjl hematopoiesis
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A variety of spherical forms are seen in
hereditary spherocytosis.

. J L The cells depicted in this image are
i from a patient with hereditary

spherocytosis.
/
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S35 Lol Jlop 2 MCV (g5 5] MCHC (5o Jla, s MCH 535 S 5 5 59 >
=~ Indirect bilirubin ! »3/.u| dmmature red blood cells, Reticulocytes 5455, de
Lic 5 5L, 65 o T ;%;o,,.mgj.x;d&x;oﬂ;_aJLdHypotoniCaJ.&gj%;J,J
> 5L S o a%;aj|;uaugjlé¥glﬁ)  Osmotic fragility,Ls, s Mool 5l sasle s
u.dfgbj &L s> &J (incubated fragility) A_:MJJJ A <Incubation)%;;:Lu acls VY
Immune-hemolytic anemia 4, Comb’s test coie Sl ($9 K 1Coomb's test uSyL.cbb
RS 3 (k)b (933 gs dleyp Electrophoretlc MOLility (r oS sord 3 555 <N
Sawgadle, s 45%5.3 J93 g oS Jimes| LIS oa 455 Auto hemolysis test oL
¢é|y§ujé;|)§gsuyﬁ\”vao)u el FA s o skl b gadas 5 S
s3]l ags L55 Hereditary spherocytosis 4 @%;JL.»%,.JJU SoS e Oz
LDH (lactate ! bilirubin 5 5w ;L;spherocytosns SURYRTEST APCRACEL
S %g#) (st 9yls (.ilj|dehydrogenase)
TR s 5> L;.-55| $s 205 3 e 3 pRLS Sy b
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Comb’s Test™ 5l s,(K. spherocytosis ‘_‘,SJ).; L;M.Ssu : Acquired Spherocytosis :)

.é?.;JA,J%;autoimmune hemolytic anemia 4, auco |55Ié5g,.i.p

L“g?.;J.A.zJ QS Oluss 4y Ol > Spherocyte o3l 4 o> a-Js: G6PD Deficiency :¥

83 32 g dpey ) U 5eS fralos 30 e 53 s OXidAN 5 5l J] 58 ol 2] :%jifbbb%;.\.;ﬁ

3

23S 3 s99 3 p g Lo 5! ;50 50,Ld ABO Incompatibilitys : ABO Incompatibility :

S5 0 S ISy ) g shas

Olhssa ol oo spherocyte%,:,} aJs : Chronic Infant and Childhood Cirrhosis :¥

(S RIS o Sy Zg3smge gehe o) gl el SdS g0 Jy S S0 S

(§ 35 i 0

adoys £4,0 0

folat »,LJ S5 > Red cell hypoplasia sl Megaloblastosis » ! (s 4 55 ole s, b

N STRVIP T4

& 3l45 alauly 4 blood transfusion s L] :Y

oS ol abaly 4 Spleenic'gomy > %;3.\;5‘} ol 5l 2l sl MV

b&wé;d@&;) NEEC TRV S 7-0 5 ,L Spleenictomy sle,,b »:F

S A L S <g§3d)3)*5xéwﬁmﬁuﬁu 5%55 Bl 4y Lol 565\-’“

(Fulminant infection) sbLlol $sielo 3 &g,y a5 Spleenictomy J o Oy g0

&> 0L oLl Sl asis

&3 a2 Sl 50555 3 ko sabaulyay ol ;‘_‘; )30 45 gallstones s :¢
Sickle cell Anemia

.

o 2
3% 2 855 (inherited disorder ) 5, 5 S5 5 S s 5 £,k S o505
S sickle shape a JS 50 5w 5 55 I 55w NOrmocytic hemolytic

*1-Whether the blood contains antibodies that can destroy red blood cells.This is called the
Coombs' test
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7=~ Necrosis | ischemia s>l distal, (¢ ) a‘_‘;fm ag ol J A s see gl o) >
>agule 3 slischemia s see ol 5 (68 a8l w9355 55 ‘_S.JS..JuLa.c > %ﬁ&gﬁba
%;;b'.’. uufj& %;é})ba %;‘3 &53 .>b.>Lg' L;;J.S" J.Aﬂ }3‘.23&3)' 3.,\.3'.&2 '5LSJ|3"|J> Ca.AJL?.A
8D %SJQL‘: homozygous hemoglobin SS «
¢ 2l g Ysene i 2 0 sl )l sl s e INCidence
0bse 4S5 c(aboriginal tribes) shoss ool sy linesid 350 5 3l sy 559 B
g al £l gy clls sl J...q@,é oliwgin 4.;.&;:,‘5&.&)&; LILo
:Pathogenesis

e e 552 4 = 25 abS ST ascad s e 3 Brglobin > 25, Sickle cell
74 >3 s B polypeptide .s‘_‘;ch- $2 4 éb‘u e g2 Bl g‘; ‘,J,‘LS
(g St 5 valine Js3 Jlo, 0 & 43¢5 » glutamic acid > gl cond e

Hb A) o S god o, o a5 10 S ee 5 Sickle Cell Anemia > % Hb-S
NERERrLY

L RBC ;L‘;M;, Jls S <-4, Oxygenated s HD-S o Jo3 (o0 50e &

ael i | ot 3 3 5K Jle Deoxygenateds Hb-S 5 555 S 5 3 (Sickle) Jo3 53
4y o IS 4l (Stacked linearly) .S @;gb %Q.ADL:c b5 4 o QL..;o-S; PP RE
s FS 0 b Jbg 4, Hb & o4 Reoxygenated RBC) aizenuSTL Slig S 6
4y - Sickling > 2 mlas 2L g5 & Sa 5l gl 2 3 sickling Lo Jo s
N a.\.buﬁ&; vitro
(mutant .5 3| L‘;Wf %%;Ix ‘_‘;(sickle cell trait ) s> Heterozygote 4,
a 953%55\33:,)); HDS 5 g, 9 % ¥ - ;Q|ﬁooﬁ%§cﬁb‘é;e\.¢ &9 33> Chain)
Asymptomatic g}.ﬁ.&ﬂJ}%é;}ﬁﬁj'&S‘?.?SébéﬁSiCkling g,ﬁb&,ﬁx}é Sl g
O b3S S 50 D Sl s ad 50 53 5l o) e (SdS b
(PF) o5l 5 Js3 Sickle cell trait. 25,b5 55 &Y (g kot SedS s L 95
s/ wjmg&m a b

45 g hematuria Jo3 (oo 4 &3> Gasdk o 3 2les,L Sickle cell trait
&g ,2 45 blood transfusion s Jas jsb 4 ol adds 1281 o555 55 o4 )
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5SS Jd 523 (=i enuresis 3 1,251 ' 5les,lay Sickle cell trait > (g
Farln w cble culn ol g2 S El g2 a2
Sickle 5 o,Ld alies 3 g5 43> HbD-ss 5 Hb 4 & é Jss Homozygote 4
Js3 %5 &ly> Sickle s &by S o kS Acidosis sl Anoxia s . oes £9,b Cell
35S > (Distorted cells) g S o a3 550 51 0yl o?lfc’m.\.’; s,
ey o5l 5aslby Y s sickling s LS sl 3, e Anoxemia sl 58 Y
Sade sl hac 5,5 S ‘&J‘.‘;ﬁf@w' sl bl st &y 325 50 AL S
3l S ay opis Ll &:@dffcj|3 oSl S W suuun s el A.:”J.’..ZJL;
J.u,g,ﬁsjy%; 5> 4 ACIAOSIS 5| ANOXIA 3 (Gorenditd 8w (pupuss pid 4 L;S S5
555 J& S5y 3Sickling SRBC 3 S o A.UJ,S\: S
(> as ‘_?Jy Qﬁb) 3l Jlgud cgsﬁslfm.ﬁ S piSal s QSJ.’;L@JL) YR
e scapillaries Sazco 4y sl 5,5 J& Anoxia sl Hem concentration >
sefslaal s B oh w8y Ol ok std,.,.«s $y9 415> Sledging
e 5L myintravenous sickling » 51 55,5 Sl wa 5 4.,%;‘}@,\.4‘
oo 5,5 oY sl sS (Sequestration) L] 95 RES & Ol g oyl ads
2L ol helss 4 go00sm g0 B s oﬂujlyb”) > Reticulocytes » LMIQS,.,L;)JLJ
AU s g3y sHypoxia S sles,lb a4 o5 g g Sl gslho u.i.u%;
3. $ysl5 axsw o» Chronic leg ulcers sl Clubbing 5isS 3 sl 5l g 3 S35
S sl 5 55 9 .s%;.d;bmCompensatoryActivity%;BM a alS 4 Lol
(s Al a0 Ol e 5 £ 5,b Thalassemia 2% S MY 2 sl
> gSJ-S > oSl S 3 u-”; ) $g2 ! gs-]&-‘yu > 4SSl sl S
S Py—v '5'%?; M sas gfﬁgﬁ S Sox 3 5l s e NUST NP ST
> kol v ol wlEa o Ay Sdl s S ke sl 4 olS
(o SIS Y s S
TP M&JJB >
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(&S 5 il 5l ay asdle s Ea)bs o S aEE Bay il s A ans,U
g0l S o8 IS wp) Sl gaislan g4y plegileaisl £,b ay oS g
> 4wl cdb Ol alS 4 Sickle crisis 3 o Js3 ©slice 4

ALIPVRFYIR PE JJ&‘\;A.LJ aJ oyl o svaso-occlusive 5 S olepile 4 :Acute pain
adg>y 5 gy Rl Lol cads wis s o) o8| &f’b‘u@"’ A593,3 :bgm
Y ‘C;A%;wjb.éljbu.;u_fl w9353 sl ol bl 4 e w0 ‘r;b"’ S
45 o 409353 95,53,\.& 230l ay sl o (B el SSode &:S,QLA}.ZLA ol a
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Swollen Hands from Sibkling
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J o > (dactylitis) gt of 59l 5 10 5 0 ke SIS 24,1 sickle cell anemia
“.‘5‘?'95&3}“ ébd.aémd.ﬁ'&]u..:s)@' .5‘953,\153{3 b%ﬁbﬂ & JLL..}'.A «Sbb)b
(5 a3yl el popy) Jaeme s £5,LSS 5 plesileasSia s asd ST 2%
Infection

& olol £9,bSS 5 alS Jaspleenia by 20 5 alela auto infarction »

Streptococcus  aSJ 400l ,5 encapsulated s s olol wal s éJJ ol o3
¢ Sepsis » & S a3 ,b 4 Salmonella sl Haemophilus influenza . pneumonia
.é}&d s 5! osteomyelitis
| Acute chest crisis
&% 83 >> Acute chest crisis &Y Jyoro s 9,b 5l 50 0 5 L‘;u.’chaeu?SS >

L;&ﬂ,w.éj Sk oﬂ%,gjl SUEIEE | 4S5l infiltration s 5 :%553?“\.;
(S 235754 b hypoxemia slTachycardia, tachypnea
Abdominal pain

> g5 3 5l tenderness, distension jiis 3 % W90 pses S-S ;Lz;j;t%u%
8')4.1.&' J S Wl 59 5 gsliol ol si e 5 5,5 9 g5 50 &,..:3&51..4.; > Jlses
acute cholecystitis aSJ 95, u:b.m %5,\.; > 945> peritoneal signs A.L».:%_sodff
a ool sl s 20l a3 Jsene L‘,fj.vL'chLu SS 4, hepatic infarction |
S 0,8 B o appendicitis &I ()
($N935003 (PsmaS gy bl S ass S dagia s fasb S s(stable) »uUay
& %;ﬁgw&;pﬁjgﬂgjf&fbcﬁgwxgﬂéﬁf &gﬂ.zwoﬂ&bu.;‘,}&u S
> pam > (g9 20l @I K 5 oLl sed s S pleg)b s sl Sw
M a5 4 s Chronic leg ulcer 5 o g5uaS a3 éjg2-3mg/dL o gy 9y
LSl gnse 3005k ny gdd ol sl g abrs Lopls 38 o)l 55
a; Hemic murmur g5 aie o310l o5 5 g5 a3l Clubbing 4 ooy sl i 3 abS™ &
Extra medullary hematopoiesis .Cirrhosis s X3 sley,l s @?SJ.\Q,I%;PL‘@JL;
3 S& 5 4l plisl (Necrosis » 5l e 3 S5 . g5 3 339 gl o > ¢ Fatty changes
($3 ok S psi 3 Pl
.Splenic sequestration crisis

371



b s sta)b Jyene 53k s plinsS s

awsl Y < ¢§<younger patients) yoleslle ol 43 ase 4 Splenic sequestration crisis
als g @ gau pass splenic fibrosis alsl a sle> (S Wl gaamis 5 (o5
[ A g s .s‘_‘;jsw RUIT RN L PRSP R AR %;j;u,zu infants
S5 anls 5 > % Sy S5 3l 6J"JL“‘"| aiy o3lol b ufwy T u-”b
b g‘;yLﬂwb o el i oy s o a8 g &S G
sl S u:-bducm tachycardiasl tachypnea. L - « wwﬁlmjjl u.,,.mf
JJ.B gbbadbu; Afjld#c Sow sl 1o 53 ‘_‘;ujb %5,,\.»3’; sle 3
(s = glas S J severe hypovolemic shock ;gyuyu o sl A e s
Splenic ;S s o e (2 S Sap st 4 W S Alaes
$a e s e 2 by > (o 2 435 Infarction
s bS] Jsene 2oy £9,LSickle cell crisis »

Cerebral infarction, transient ischemic attack (TIA), intra cerebral Hemorrhage,
. &> 4> spinal cord infarction !

S Plagdloas o, 0b atng gass e IS Y s % &sL‘,,. stroke s S pleosiloa
R RURCTIRY ¢ > 3 52l 50 hemiparesis, paresthesia , aphasia,_gelz: %ﬁd’\.‘: 3
o Rl & e
gl 3 s glAS @ly S 4 plesb Sickle cell s Priapism: Priapism®*
83 Jaore 3 dlwg,y a> ubfo
Sl pode 2 g Aty ol (SeoldS £5,b 5 alS 4 Sickle cell crisis »
Lol 5l g 25 cavg3,s %;,;L’c”b SRRt J&S lao Sickling %;L@.s’b e
:QLLM'&))LQ b)

Bones: Dactilytis and Chronic osteomyelitis

Joints: Aseptic necrosis of head of femur

Eyes: Sudden Blindness
Brain: Emotional disturbances and Neurological defects

“ Priapism is defined as a sustained (more than 2-4 h) penile erection in the absence of sexual
activity or desire
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tsd Ny plalil gys ay pais £y pasndd L)L
Az ;U SrdS)
5 G ) eidses 5
S ol Y s S_’,NJJLU' > Compensatory erythropoiesis »:¥

a>>5-9 g/dL s g Hb 5 (5 .s‘_‘,SJSw homozygous sickle cell ggéj,b 3
> 5— Jasads » ees Reticulocyte s S 4eS a> LYY 54 e hematocrits 5l aeS
1,581 &;;j) e g0yl o5 (31l 5 hemolysis 5w Lo (g5 (%)2-2)
S 1s55L & 12,000-20,000 /cumm o316l WBC 5. 55 35250 Bodies Howell Jolly
> Lo, LFT .55 i ESR 4l 4 o5l Platelets s g5 PMN (SRR (S
o > oS 9d 5 sl Osteoporosisg‘;x-raya\.; sl (hyper cellular) &L 5ol oo sae S ghs
S macrocytic L 3|microcytic%s.i Anemia S 035754
393 A &y § o0 s alal s 4 2 3 Solubility sl Electrophoresis s Hb-S™
SACS > 555 barasl p3asHD-A L HD-S S
s pu Jhos Na-metha bisulphate %Y 5 gy ;s S 5 O, s smear TEREPS oS
S o L;ng:Sickling Sz s Sy

Normal red blood cell

24 |2

Sickled cell

A ‘,,:LMSL;::-%; Ls5 Antenatal period ) o>, J3lsay jaseis £4,0 0
> S sl iy ey pifetal 3 o LlhS aslig s b es SEwasS sl
%’5 beoss a5 chorionic villus s 5l adawly 4 L;Jb.g.{.s%,m;.gs.sEndonucIease DNA

6J';"°,9‘L'*‘° A.E.wb “ PCR »

*® Specific diagnosis is confirmed with hemoglobin electrophoresis performed in specialized
reference laboratories
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Peripheral blood smears demonstrate target cells, elongated cells, and characteristic
sickle erythrocytes. These findings are shown in the images below.

Qbh&blg)ﬁ o, Ja S 5 )b s gl adays éﬁbl&u’cbb S5 FH PP
S5 d
Jso g gelie General health checkup 3 5 Jsy (sapes 4y 0L a,L (g 005 )
S5 J5S5Oxygen S &, po 45 hypoxemia > 5.

oty Oral Jo3 5285 agad ol gpilo asl oo o)L;igg}“;éu > WS gasg s
53l S gt w3 e milie YT 5 S5 as %5.;;3 s Amoxicillin I Penicillin G
Lol Pneumococcal s/ H. Influenza 5‘_‘; e Y wsl o] el o ST
third-generation » Antibiotic therapy d,.a.ﬁlmu.u..flj Pneumococcal oJL{,I%grz.;u 5
Pneumococcus species, Haemophilus Jb alawls 4 macrolide ! cephalosporin
S5,\'3 o5 # Influenza type b, Mycoplasma pneumonia , Chlamydia pneumonia

Sl

Peripheral blood with sickled cells
Lays s ) ol 5 > Sedative s/ Analgesics » Crisis £, »:¥

SRR AT Sl b T
lbuprofen®® . ¢34 s, Codeine + Acetaminophen 45‘%5."»!,% Acetaminophen** s ,LJ

%
4

&S Js5 59 Morphine sulphate™ |

% 10-15 mg/kg/dose PO g4h prn; not to exceed 2.6 g/d
#° <12 years: 0.5-1 mg/kg/dose codeine PO g4-6h prn; not to exceed 2.6 g/d of acetaminophen
>12 years: Administer as in adults
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Ol pamiis Jil ol ol gays J31s S Vb 4 Acidosis 5l Dehydration s :¥
gb:-{ JsS s

50505 4 <SS U555 ( Blood transfusion ) ay 43§ 5,0 S;p)b 4 Anemia »:¥
/S o3l @b a5 Recombinant human erythropoietin > s,LJ L J‘T;ﬁuwb
Partial S;,;L‘c”b,.;} a o,ld L;JB_J > gt 3 gl 3 sickle olyss 5 o4
5 |~ o& exchange transfusion
g,;L?Ia.:.MI<Splenectomy)MI6,§;‘r;o”.m\wbw}.u s bl 35,5800
<)

Bone Marrow Blood Vasculature
Before therapy Before therapy Before therapy

/4
/

Sickiled

clots

& &

During therapy During therapy During therapy

Reduced cellularity Increased hemoglobin F Reduced adherence
increased proportion of Macrocytosis Improved endothelial
nucleated red celis Increased hydration function
producing hemoglobin F Fewer sickled cells

Fewer reticulocytes

Fewer granulocytes

Q»SJJ“L‘;QL;‘:‘SS'\:&&; dﬁ))éﬁ@}é})b >

%% 5.10 mg/kg/dose PO g6-8h; not to exceed 40 mg/kg/d

#70.1-0.15mg/kg/doselV/IM/SCforg3-6h

Continuous infusion: 0.25-2.6 mg/kg/h 1V; may gradually titrate upward if tolerated until pain
relieved

47 15-20 mg/kg/d PO qd initially; may increase by 5 mg/kg/d q12wk until maximum tolerated
dose achieved; not to exceed 35 mg/kg/d
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.5-Azacytidine, butyrate aSJ :(Agents) Julsc ?5\;”5 ass Ady5 3 Hb-F )
a3 *® Hydroxyyurea
AL Ca Channel s5| DDAVP) &SJ Jolse  SoyspS clale s 5l o> 5 s HD-S 5
Verapamil® | Nefidepine® e
>1 Zinc 4J Membrane Active Agents :Y
Bone marrow Transplantation :¥
P el 517 Urea ccyanate asJ ol 5o Ko 550 5 SoMoi (o oIS ga 2:0
The effects of hydroxyurea therapy are shown in the illustration below.
(Hemoglobines) & oo oS oo
o 55 hem 5 k3 s g 0ss JeSJle 7o (% &3 (s Globular 5, Hb
.é,JLE.aIOZ@ 5,5 hem :%55%5: e IR a3 5y o505 polypeptide 555 99
>0 Polypeptide @wu lag sy, o ‘;l..JM > Amino acid s Type s ac g Hb »
SO :%;_,JJJ,}LLS-%SM,; @é;b&(&u;j(y) LK B .a > SorS J L5 5/
S ] gl 146%§&J|4;j.\.wlw| 141
99—l el 3 (Spiral configuration) s J oleis-Le S S5 9505 5 oS
(Polar- charged) Externally o/ (Non-polar non chf;rge) Intérnally PSR oglﬁa
(Scaffold) LI ol 5 & S sed saeul siel JU 2l Non-polar . J cad 5
L,L:Lﬂ%,i configuration, cu s> 5| digidity) Jl sioew 505 5 Globin 3 ws 5l g3 S
.db
S S8 G4 2 S > oL aakise Electrophoresis motility 5 s oS pos 555 5
:;;&LLM.; Alkaline nutrition sl solubilityy cedMowl 3 coeols aés so S sn

8 15-20 mg/kg/d PO qd initially; may increase by 5 mg/kg/d gl2wk until maximum tolerated dose
achieved; not to exceed 35 mg/kg/d

%%0.25-0.5mg/kg/day (sublingual)

%0 3.7mgl/kg/day TDS ( anti-hypertensive )

°10.3-0.1mg/kg/day

°2 yrea or manitol osmotic diuretic 1-2gr/kg (5-10cc/kg- 20% solution) /30minutes

>2 Phenylalanine ( Natiglinide or stanlix) oral anti diabetic drugs (stimulate insulin secretion) 60-120mg
TDS before meal
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:ywjls’w 3 (’AJ' jjl.:ﬁf.gbL; Aﬁ)_,,s: 5%ﬁ'd°gsl"cb‘gé~° A.LS aJ &Aju.ao
SomS Rl 4 gt 35 sads wlul 4 Chromatographic proportion

Sdvia S Rader, inguiry inte Life, 8th edition Copiwight @89y The MeGraw Hil Companies, ine Al Hghts reserved’

Hemoglobin Molecule

iro group

red blood cell
B chain

k
helical shape of the
polypeptide molecule

Hemoglobin Synthesis:

Hemoglobin is a tetramer protein (meaning it has 4 hem groups) 2alpha protéine
sub unit & 2 Beta protéeine sub unit there is an iron atom in the center of each hem

group.
Function: Reversible binding of Oxygen
HbF=2a+2y

Hb A - 20 + 2
200 +25 HB A,

Reabiood B9 Sy (g5 (Hb molecules ) 55,58 5 i 3

e . Xygen c .o

LL"\ AR from lungs S ‘Trfj}t_uu' ‘*‘iﬁ' oLy u.’u..u.ﬂ D Ao
sl Oxygen released ’ ’ ©T

. to tissue cclls_.ao oxygen L;’L'i) L J}S i “| Yo S|

ats . s, ools> reversible binding

~ 2,3 Diphospho glyceride 5 45|
Hb & clale ($3 5! ) S5 clle

.cJC)Li)“T;F

Hemoglobin
molecules

Oxygen bonded
with hemoglobin molecules
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:(Hemoglobin Variants) & s 53 5 oo oS oot

S S J5e HD A 5l HD A cHD F it pin S e oy (603 0m Js3 Jlons 4
355 30 0w J 93 Predominant 4 ‘_‘;ijbé.; Gestation) K55  ge>; J=ls ;f,..zu sHbF
s SN A a5 Jmodd g LHDA L oy b5 S Sz Lol
oS 45> sHDF %87 a)|J&|HbA>&;,~c W 54 P e gBHDF sHD A
O?JA.‘;VJ:"CAD"j JEEES 5l s ;,q,.o%;ﬁ.cgpj JolsaHb Ay g5 %Y Hb A,
855 Jﬁiﬁ&gﬁ%é”bﬁ 8354

Age At birth 5 week 4 month | 5month | 1 year
Hb F 55% 55% 10% 5% <2%
Hb A Adult (94%)
Hb A, Adult (3%)

15 5 5@4&&55&—&0& Mwﬁwéw % “-.,’."f-“dﬁé%;‘)"-‘;“-;
J o Sosr 2% U0 G s 3 0w AA L s ST a5 el el (single)
a0 4SO 4 RTINS e asin sl ot Ctlizn 3L a5 Yoo JE TR
j%éd-’“ %;"-.gg‘;jb a ‘cm VJBLC 3'&'4&'M¢ A.’ajjj.; Jj.\:uj}%;;b.a
> g9l siwsl (polar) External » 25 af % S ,le a5 Hb S, C, D@J,.@.....o
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- Hemoglobin ‘\ 34%3\ . . . . prsring.

Protein — L —1 1 Normal Thalassemia Trait Severe
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Chromosome 11 Chromosome 16 . Normal Gene . Thalassemia Gene

Figure 1. The two chromosomes #11 have one beta globin gene each (for a total of
two genes). The two chromosomes #16 have two alpha globin genes each (for a
total of four genes). Hemoglobin protein has two alpha subunits and two beta
subunits. Each alpha globin gene produces only about half the quantity of protein
of a single beta globin gene. This keeps the production of protein subunits equal.
Thalassemia occurs when a globin gene fails, and the production of globin protein

subunits is thrown out of balance.
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Beta Thalassemia

Figure 2. Inheritance of hemoglobin genes from parents with thalassemia trait.
As illustrated, the couple has one chance in four that a child will inherit two
thalassemia genes. The child would have a severe form of thalassemia
(thalassemia major or thalassemia intermedia). The severity varies, often
significantly. The nature of the particular thalassemia genes greatly influences the
clinical course of the disorder.
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> Beta thalassemia major was first described by a Detroit pediatrician, Thomas Cooley, in 1925. The child
born with thalassemia major has two genes for beta thalassemia and no normal beta-chain gene. The child
is homozygous for beta thalassemia. This causes a striking deficiency in beta chain production and in the
production of Hb A. Thalassemia major is, therefore, a serious disease . Thalassemia is an inherited
disorder. It leads to the decreased production and increased destruction of red blood cells.
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o> PUTtY eye) S Jimpy aS0)lded ol i a5 (50 3« Bo il Sowe
N TSERTTRY TR WSS » g gl 5%55}’&3)@ SO ST (S350 00
-’gf:buwb “$9 (5 e ng&}é '@JL’J S8y 309 029 Sy N Mﬂdbgm
815 o2 Aplastic crisis S 2Ll 4oy 025750 4 ankrie e alSa) Sblol 4, S
S sblie g pf s (S Sclerady S s g a sl LA glAS
by S (Bl DLy WS Sode 2y 2 S plesdle 558 55l05 8 4 aSGl yhet
&;\.:..dx > LPS,}L&.JJL:A.; «$9835> 50 Massive hepatosplenomegally%;a.;iw L;i{)ﬁ
o S1AST g CIrrhOSIS ol s pd S s S o) g ot 3 55 29550 o) s
Jio Endocarditis .Recurrent pericarditis .Arrhythmia .CCF QS,;L&.JJL; ag oSSy ot

(A4S Jud 2 DM

&, ke 455 Mangloid faces » sl ao geaes poo >
S oo ol sl s §a)b s %55%55 L
Ao 3 g b Bl Sode Maxilla s« sl
puffy eye, %;‘JM‘_,I.\MJ; Sl e 5l Il S
syald 4.‘,533[-'93)@ SO NS SR oMy B
S5 2570 o KIS ¢

USTRATED LECTURE NOTES ON [+

AJMJ,@S JJ'&)M ;yyy!,;lc..aéjjw»gcwb s> :p Thalassemia Minor
2 sEnb 5 s .S S hypo chromic microcytic anemia (k> > 95 5593
&9 Ol pamiiase Wﬂ 5 ol dJ..SA.E.]L’.A s IDA > I,SUI»;JJ,; Heterozygous
A3 b sl Jol ol o lSses s S Slolas oIS & fus s g aros
slodad o Savogs o3l F o lSpan s daulyis pun 505 A1 3 (o S o 3-89
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i) o5 g g (S s o dy 55 (S s V-0 303100 Ag oIS e s
B9 S
‘a;&;@% Minor » 5l Major > Js3 1> £5,L 5 :p Thalassemia Intermedia
ST PN R T TSI N S IR S RIS I VST RS AV SPIN PRV
S o5 w akS W e 25505 2058 (S e asdirag e s p )b LIS
S A4 dIagnoStic 55 (55 35350 SN v g0 3§30 3 ¢ b g0 (ST e
a5 syl aks aSoplaes 5l g5 s bl by & laS esy ol
) OlisiS e K& 05 ¢ (S g 58 3 ke 3 Gallstone QO&A‘_‘;)A&L;:W))}
N 4 (2 > g4l Osteoporosis 5! Chronic liver dysfunction
> adawls d e 50 9, SN o oS s 5 5l 7-9gr/dl 651000 o 518 e > slalas
o9 3l ) (S g g (S e s dy (g5 60-80%  o3ll F o slS e
-L“SJ&-‘{“
LT I
Honslan i (%) 93100 5l Jay 5 e S sot bc%;U“L&AA.; (5 3 i gyl )
o Do i by Pl SO Sl 5l lolee S5

A:Thalassemia B:Thalassemia Intermedia C:Thalassemia Minor
Major

1: Absent Hb A 1: Decreased Hb A (20-40%)  1: Decreased Hb A

2: Elevate Hb A,>3% 2:Hb A, (always elevated) 2: Elevated

Hb A, up to 10%
(Normal 2.5%)

3: Elevate Hb F>90%  3:Hb F (60-80%) 3: Elevated Hb F up to
2% (Normal <2%)

> g s s Wl ol Lo s o é?.glﬁ;,;q;whjlrfﬂ,;q;mg;gBThaIassemiaA.;
B Thalassemias . S axds padels oo [0 ) (5 Jasl T gty pdd 5 S
> o> 5 &w|3g%;gw:@jawa%§MIJ; WIE aoles s Jes 5 e
o w..,.d 43 g g2l > a3 chorionic villus > ) se ;%;Mugdﬂ a o9
ML;SJLE.A > o ko ol g9 212 100 micro gram pure fetal DNA s Jo3 Jlo, s

éﬂsbéﬁu‘a':"“:‘j‘\b“b
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%.uu by g e oS 5 3 :(cOmplete blood count or CBC) 4y a5 o& s -
sl <3 2-3million /cumm 5 %ﬁba_fw o310l 5198 53 <3 %55 “Z—Gg/dl >
SoaS o2 o S Slas
Szt 5-10% s3laol colusd s oty 5 5l g5 Jloss S sl sy e Lonedi g

P St PO (S ey S sl s 2 PB4 008 B s
Jljﬁo_,.‘wa%,gja alS ) an o0l 5 FRe 3 SSade 3 g B S asm
SUTSTUNSIRVIPUS PURIOR LI WP TS,

Microcytic hypochromic sl xS MCHC 5/ MCH , MCV gwd@ugwj >
4. ol anisocytosis , poikylocytosis ,Target cells L‘;Q’Iﬂa 4.;;| baﬁré;;’a};m;
S>3 s Sl 5 tear drop cells, ggbjag I RSN T Lz;iﬁj.?g‘éﬂé:’bj
TR T poly chromasia s s slsever basophilic stippling <l oo oL 4y
L;,.,J;”.m@,sg; LUIL;L;:I.w OL) as>%) -0 o2 (s 4 Reticulocyte
QS Blood smear w%;v-dw\JjJuJy >Heinz bodies > o 55 abbl a4l g,
g5 Jad Howell jolly bodies &S 2L (ssind Ol o 0w Sloe (58 0,80
early, intermediate & late s . gg,..w%,ji 4 ‘_‘,5 Blood smear 4 a5 les
6J.SJ,\,.I (§3 A il ko 2 erythroblast

Qpé’: o

D00 O . 266 0%
o

Peripheral smear in beta-zero Perlpheral smear from a patlent with
thalassemia minor showing microcytes | beta-zero thalassemia major showing
(M), target cells (T), and poikilocytes. more marked microcytosis (M) and
anisopoikilocytosis (P) than in
thalassemia minor. Target cells (T) and
hypochromia are prominent.
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disj)w MM@&;MJKQWWULQ ﬂj.ojlm JM: WBC »
Sl llon aSd 1558 s p B (08 Do (S 3 g WBC 5053 Bl sy ol e
jﬂ;.éfgjy%;ads@m%oﬁ,@rfgmetamyelocyte);aiL.N,JLﬁ.oLg.ojl
25l sp oLl > SS S 0,8 %55 widle sSipel & Coslie g )sS
4y sl 30 ol 0.2% 3 e ok 5l o 033 (58] Sowslle 5 ob (Jsda
sp oo anlsl a3g0aily) b&dbjb),b:&;c;)ﬂ
A0 s elae g 5 265 S 1-3mg/dl s SBR pley,bs Y

s A & f:s Oy Sud b 5 sy s So Y S5 Sl 5 e gop )
.é; C|Jb|

(Pl e S Al dg e ot 3 (2055 S50 S 5 sl e 5T

Ky s dsd s & fecal stercobilinogen i 5s) s Jsy Javsio ay o> ks s
(8 e 2l sk WSS ol S

‘S 5 y59 kS 4l slel 5o gSJﬁ oy Wﬁ' Spormd (s > ples,bo.¥

-Jwbﬁﬂxf—@w&' > S wﬂﬁ”&—’k@ﬂj' >

(ineffective utilization) JJ_“,;IJIWJ dalS ) e pord o el gy oY

o Jjgﬁ;;ja,;uw Ferreting JETRE S TIBC (Total iron binding capacity)

$9 AJLAJJ;‘_‘;&A.L,M free erythrocyte porphyrine >J|&g.{.wj

WPy e s oS guns B

hyper cellular Msgmd@éj s3 4> 40 Erythroid hyperplasia %55 FRed oS 9y >

s 3 3 e e g o sl s “b) ‘_‘;v » o Sideroblast . Stippled erythroblast .

35l B4 e Jlsep S50 53,5153 ¢ SOb 4y (Soe g5 SL So g

Gyl b (gir2 (oS

Ll S5 il F

w5l rectangular o oS 5 DML.:.A&;‘JJMJJ) a e Bpdh S5y

ay Jay oS0 35 (5t 455 0t COTEEX 35l @xpanded ) a5l jae 5Sade 3555 )0

@'ﬁxéb-’%ﬁé@sé aalgay e s Sodd sas . Ssie oS sge 5 skull ajjgéf,ﬁ;L&
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ay Sopp s 58 0,5 (Haironend) o bawe Joyay o pule ;%;;mjs’;%;agfa.;

$55 30 k2 mangoloid a5pe ol a,lbd gl

Sl S iz ag p505 P 5@&;°;@w o s | Hb Electrophoresis .Y
(£330l sad 2 5 Sl e Cusm e 5ol s Sl ek 5,50 5 5l 55 392 0
J‘bj"}‘%;Jﬁ’\’.d"ﬁ.?f.’g{Aﬂ SREYE AP ég-;fwﬁu"-?ﬁﬁuﬂb"-;é*@ﬂ

0% 3 = ; ] = Hemoglbhin Identificationby Cellulo se Acetie
Elecirophoresis at Alkaline pH
HemoglobinC "
o Hemoglobin3 -
HemoglobinF = . A
{ Hemoglobin & Lag
10%
Az
2 A
A 1 | - 1 HemoglohinH -
0%
o 1 2 3 S L=
R S R ,Ls-CJJL:J 3

s~ 550w O- Thalassemia sl IDA 5 U 25,0 ) 5ie - Thalassemia

b o o 5B el s 5E 3L 950 3 0 Js3 5ol 4y 200 -B Thalassemia
s~ _re 596 o E-B Thalassemia

Soealhe 0 52 9)b 5503 51 550,80 3. £5,L 55200 -P Thalassemia o 25

: CJLL}L’&' Géj)b S

(oo ys alanl g %Wﬁ' 3o, ds3809,2 pEd SBNE ) gice Lacnds 5]
SOUBNE sz boocndi 31 50

3 S rmed Sl e, bl 20 5l 2 Gl sme e Ligasn )
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36595090503 (BB b a2 0L 20 Lol L i

Ssr Sade g8 oblol ) S e Lol g5

455 S ,_‘,5\4) I hepato splenomegaly (k"

> S gy S pains S 20 a)L e brennds L aiani™

s Hemosiderosis , splenomegaly®, hyperspleenism ,viral infection (viral hepatitis)
shogs e S s ool gy ilugend (god Joatl s 0 OL) el S, -
o, o achelating therapy b a SBys ol 55 sids s sihe,u pl Syl
e 3050 L55 young adult | adolescence 4 ,oc 3 3les,L chelating 623&.:5!
wa 6ﬁbﬁbﬁd)w;|j‘55gab)bbd%;tus J\.CL;q.Lﬁ)| LMJ' JDJ) b} c&;tus
3Vgers I ad oo hyperspleenism 3t %,H.'»ﬂ splenomegaly Lo yles,b
> SS 555 g &2 b gy 45 Splenectomy ‘_‘;yj,..c 5 5-10 ¢ 5,
Sl S ,2 OS5t 5

PGD for Thalassemia blastocyst

- (@) (15 - 20 call stage)
e
—— -
L= B
4 2 I
L

__.) 1 cell is

_ . wrilt hdrawm
DA s isolated from ! w
the remowved cell

(c) PCR is carried out on HBA1 or HBAZ2 genes using the isolated
OMA as a template o produces many copies of the gene.

(2 bafXre= .-'W P g =,
—, - — LER, S m :I'L_,-'":}‘-J m
copies of the thalassemia gena

() The PCR-amplified DMA s then sequanced

T AVAVAVAVAVAN

(2) The seguence is then comparaed (o a database of known gemne
sequences o determine whether or not it will cause thalassemia

JJJJJJD%S‘JL; Aﬂ}‘ Al ijfbﬁifkb)b‘;‘]jgminor@:&j)bJ:A.Q.LA)JG'CJJL:’ b
S aonds OJJ‘)nb 43‘;&[-"‘ )59_55_9;’,;3';

% The spleen is involved in producing protective humoral antibodies, the production and maturation of B and T cells
and plasma cells, removal of unwanted particulate matter (eg bacteria) and it also acts as a reservoir for blood cells,
especially white cells and platelets. When the spleen is palpable it has usually reached at least twice its normal size
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o gro,le Q?J'Agﬁl'“'g‘;:‘lﬁ)b'b

Srlbliron s ol g ysswed> 5ol 3453 Jlypen slron »Y Jsle Jlo,s Hb 5 )
.L“;.sJJSﬂ&.:}m,g 83

-

S5 J5Ss 4 &5 § )b o5 suN o :(Transfusion Therapy) ¢ ]
/10 15cc/Kg » Packed RBC ! uajba.,@)buf PRIy PV

Hmy 43 10-12gm/dL > a5e HD > s > ¢ 0L 2egmS JsS s
a5 4> 12gm/dL 5 | 3I % Jlus (Hyper-transfusion) U

s~ ~lw s (Super Transfusion)
ife 593 4, ¢ S 59 3 Blood transfusion »

Whole blood needed in ml = child weight in kg *5* the desired rise of Hb in g/dl
or Whole blood needed in ml = Desired Hb Level*present level *weight in Kgx3

Lb a3 S ay o o Y03 55 (S o diy Bollae lpe B iy s i g0
Blood transfusion & > g JsS55 Lo 4 leo (g5 Cspd asas o5 oo 43l
JsSosasgm & 5158 JB s & pus SNBSS a4 B8 ) wpsdle o
5 5Ll gz bandi sl gl 05,085 oy polb a3 Lo sl sy LS S
ol g0 g 5 (S1207 10 hmy bl sl sed o5l 3 (63 ) 4y IS o as 0, S
s

0)ld 05 S 2 SRS FN-T

MWM:MMLMI Mﬁ)b)b.]@bjbf'ﬁbffbw'waofb
uﬁﬁu"b-".‘;wﬁwﬂjswgw 245 ooyl oramis o580y J%;w@'-’
:Jéa%gxw%,bﬂ > Js,L5 packed RBC l triple saline washed . J o slas
g5 d (packed RBC ) w8 0w palls g5 40 LIS triple saline washed
SERR P STRRVENS P F JP L e ppeppe
,Hepatitis B & C < HIV 1-2 aSJ &y 5 sadd 505/ Qu:_&%g.\b\) J;J}%,gj >
(s > donor 30, (g gien SR o el Seeomads Cul 5,8 5] Cytomegalo virus
sl oo gl b&sggﬂa%,gja A 4 i s Sgw s 45, 3 SCreening
> ba ol WJ:J& w9 s 3 ) gehent] 53 (=383 8y 0 g
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ax;)3 4y Bed side filter s> ol ks o3 pcasl 55 o5 ¢ o8 Gaad ST hepatitis B
SIS S5 (I 433 (S skl 50 5 2 e 3 (2055

s special cell separator @b il o g g«&x - ‘Neucyt transfusion
IS5 85 050, s M a3 fus 0 g5 plusls LsSeapsl 3 s 2 g 255 2 6
> S e s, bagal S susbss Jbs sl s :é;&;fsgm Neucyt transfusion
& ‘&;.ng&,a.tBJ 398 933055k > sl aJ poly chromatosis s _peew sy b st
o3 (gl 353 ag il silis] 200MQ any 3y oI55 50 Syl B ;@&%;IJ
& (s ‘_‘,JJJ P IEPUPINEY -’%siusf'“;-’ $39 sk 5l s Lk -’@M}'J- 6}25
$0 2 S (S IS &5 b Ol pe s g2sale B 250

Reduced iron overload, ,L wjl »Y i requirement ) & 5,2 transfusion s Y

é‘,.af 6‘9-05(

. $oL) interval 3'4\.1..45%;&2&@: transfusion g3 5 :)

> QErocytes > bl s> s 5,5 3 45> 2539 57550 5 Jss alive 4 4S5 aen
ALy o %,.i%;;d,.gm&&iron overload ;J%,;:S;A.I:..qba.; pheresis technique
S L)l B pme ny e slol s pyasSiss
oo & ple sl b sl 4 JJeeS ’9’*”' > 39> »:Chelating therapyr.u.s
3 LLass golyS 5 abauly g sl ool 5 oslSean 5 o2 ol <l 2] chelating therapy
.&;‘{.?SCI,M%;J\J SIPYY .w.;wjl‘_‘;Chelating therapy 4, ga(.fg,);\q-wjl
$> JS& parenteral 5 chelating agent » Desferioxamine: Desferioxamine
23404y 8-12 hour > 25-50mglkg/day o,w Joz gl & sl giladl cod Ju s (g 5050
adey g@&' 4 4S5 oS a3 4y micro infusion pump (55 onla uoL&,j.i .395
310 ) s g s,baada s chelating L;,;Léﬁ)b 4 $S U555 |55 wa‘_,l.»ﬁ
32 55 5 S S on plos Samaiss are ol gS pa s aian s a3 S 5s sus
(P %ﬁusr,,\; LTI VSEREPRI P L55 1000-2000ng/ml 5 4z s ferritin
eSS yalS d ‘-:’J"U" g2yl > Desferioxamine > wa 5l g0 I Sloons (g s 5
NIRVT-MESTRUSYYS
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3 ¢S (2 oo 5l 03 43ka > chelating s oY A Js5 5. D-F-P(Deferi prone)
P sl %,JM IR éwf JsS 55 75-100mg/kg/day/2-3devided doses s ats
Jods &S > o;ubjs%,gb);bxg%; agranulocytosis .»» (arthropathy) %;L?,,Js)@
pyridoxin, hydrazin, 4ok (39 .s%,JJ.& ST TS PRPURUN | EppONVIR VRV P B
rr %5»& Hlas 5 sl s> 24> Defferrathiocine 5| HBED ,

:st)j C«CJw A":Cbb' ;‘.u.u": j'bﬂ))

i | = S5 S s A $33 ¥4 4,5 5 50-100mg/day » :Ascorbic Acid
.&;{{Cbbkgjjd(Urine lyals lron
a3 & pleg,b gy ol s Folic Acid ;g&}.FOIiC Acid : ',JJ.G-
,éﬂfjﬁﬂ Folic Acid 5mg
oS 12l S B s Spleenectomy:f,_;;;.?,

%5"“%5“'“*&. S uﬂL_..q'A.iPaCked RBC J%;JKMUJJJJ%;QJ bij)b‘.‘«l.;.mwmb%ﬁ:\
s jax (250cc/kg/1 year)

aing,g s> e S ol s Spleenectomy o i iedsS - Hyperspleenism 7Y
> olegile axa (503 (S s a>> post spleenectomy sepsis s jsju.w e| >
sl pneumococcal , Hemophilous influenza » 4L > %55 Ji 3 4 Spleenectomy
Crabmaco 3 d g ;5 455> Splenectomy s & STy S Jolie 4 5LLSImeningococcal
0303 (g3 geahe a5 oLl s JS gl apdiles oL LpS s adail g4y

New therapeutic Approaches
(BMT) Bone marrow transplantation: A

w255 b stem cells Jo,bay 4L Stem cells dﬁmy&;ﬁ 3 S ow ;%;A.zl.o,;%;;g
w5 5l 73U o203 Lol s 5l (g S Uy w5l g0 0 pdeis Ui ol Wl 5 0y sy 2 o
@é;—]&&.ﬁ'g&:))ﬂm ages aide)d (oolio sl s piacs 0 BMT é,zf&g_,.:.m

u.a l. HLA(Human leukocyte antigen) matched sibling donor

29,559 2l 50308 5,b LL s ]

* PRINCIPLES: Hypersplenism can be defined by thrombocytopenia and/or neutropenia resulting from
blood cell sequestration in an enlarged spleen. In multimorbid patients the differential diagnosis of
cytopenia is challenging and currently there is no established test for diagnosing hypersplenism.
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S aib Lo sl jaeis jwlul 4 (Hepatomegaly, hepatic fibrosis, poor chelating)
o
4y 3_pd &.QJL;.QAJL“;.S‘;.,U:L?Q ol s,baks o pi cheleted awp%;gg;;ﬁ,s‘w:\
w3
(83 S350 935 Ll iz 555580 sl B s 2O LS ase Y
ARl A g ol basa T

a5 plagile 55 Coms Glogdile §ly> (wlal g jaes £ )b s sl S 2535030
30% 250 HLA matched sibling donor ) o jw » s shasl 3 seslin 5 5l 6 3 53l 4
03 aideys Slad o p30s |55 Juadslos (S BMT S gury
’ Gen manipuiation
Sk s s Wls danly & JI5L; ;g&;u@;@&gﬂ.{p;%;,yu&;;g
it Sadpgra Goysr Sl omslSaen sl 6 S SB o mbiin 2 S
S 09 s 93L > B-azacytidine , myleran, hydroxyurea 45J Jw,> chemotherapeutics
@LS’JH chemotherapeutlcrc@y,.wy L (.S,s,; Ceows  Nydroxyurea s &
Recumbinin human g, Jleazul & 0 o3 s 293k 3 w» Butyrate salt oS
.é,',gwut,x o s g2 S5yl 3 b sl S5 erythropoitin
 Gene therapy
s |5 Gene therapy . ¢» ;,Ijulf&gﬁwj %0 o b S %;;.Loja s> Gene therapy
> sl i Ok Lgﬁaﬁa&sln'ﬂ%gjx}&;&gﬂfjxid Stem cell O-:-".'«,L"’JL"%;Z'&“SJJ
rﬁ.&z;%;}bg.}%glﬂgap?gw 3 akauly ay vector 3 b sl andlas oS 5 >l
.ob%g.\ﬁ
Thalassemia controls program: D
¢ 3% ol S5 thalassemia screening s s,LJ Jg 5u8" Lol > %:5333.:5\1“ i 99 A
83 b pals g s
a oy s SB w eyl dBL e Lanlds > &5 pl 55 thalassemia screening 4,
TS A paRdans) 5yln s s pasl ain > Gillae OO 5 Lol asdn S Al
S S5 Oloshas S 4y s s plosile 424, J‘T;O.A.u'“j|djjj ol byl s Sg 05y
(s $ S ey P8 5 )b Loaen sl i (o
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(marriage (s s 5 5355 0305 3 Wb e Sh 5 s pley, b thalassemic s )l es

>opd SHlw s ‘,Bul 3) by Jalw 4y i 45| 5 5 prenatal diagnosis « counseling)
S by ol (S Sos03ll 4S paws sl 58

4

T

FATHER
TRAIT

A Parent with
Thalassemia
Minor

A Parent with
Thalassemia
Minor

I T [] 1
i ﬁ i j @]
250 S50% 25%
THALASSEMILA TRAIT WMNAFFECTED Thalassemia Thalassemia Thalassemia Mormal
"'.:.ﬂ?..'.l Mo TH-F,:‘ﬂg‘SEM Ll Major Minor Minor Blood
™ ~ [
Father Mother | Key
Thalassemia = Silent carrier @a &= | Chromosome 16
trait -] (no signs ==l | (2 spha-globn genes
(mald anemaia) of anem:a) b - 4 froen each parent = 4)
Two genes One gene | = Normal
missing missing - gene
22 B=3- —
@ Missing
gene
|
\ ! |
~ J/
T
Child Y | chila B Child Child ]
Thalassemia =] Hemoglobin = Does not - . Silent carrier oo oo
trait = == H disease have anemia mm = (no signs =1
(mild anemia) (moderate to o - No genes e & of anemia) - -
Two genes severe anemia) missing One gene ‘
missing Three genes missing
missang -
- 7 e l -

.Prenatal diagnosis

3 S asag ey bl Jandas scius s g s Ly wlaéudaiw.;gaz\
a5 0.025 3 oS 8 ansy pandd wlilay g gdan s s gy 50s Lo ol L)
3 Sk 3kl 3) a3 4 ‘.‘sﬂ-ﬂﬁ -’43:93194-'°>J|g§g¢5,5\3)ﬁw Mﬁ@p—f
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$3ds3 g 4 %gjl.g{ﬁ‘..c.‘» 3 gt AE D

1-Use of radioisotope 2-Emotional stress of the family

3- Difficult abortion beyond 22 weeks

Chorionic villus:Y

sl 34y b oAl eseis prenatal s
4> Chorionic villus ;95 o3l 10-12 4
oot Lo 5 Lo sl S Sl wped a5
(RFLP) 5 asJlzs (loCi) 55, salises 5 o>
sl restriction fragment poly morphism
> akawly 4y polymerase chain reaction (PCR)
o &5 pais molecular  pléy )L
.o.s%gjﬁc.bb%;ﬁxl%g.ﬁﬁ

(P3PS CieaS S g0l 513 Slg S 5 s
(Anemia Due to Hereditary Deficiency of Erythrocyte Enzymes)
(s oy g eSS et 3 L 995eS S ol 3 pgel Bl 5L S g s
52 iy Y e J@MJQJMWQJJQgﬁgg éﬁgﬁwgw
Jla> 3 555 9 3 ¢ Structural hemoglobinopathies < Thalassemia aSJ a0 Jy |5
(Immune mediated hemolytic s ohed oslas ;@%;,M%ﬂwmj s s
(s 3y Flyai e alS dJanemia)
s L9 bl o5 4 sl (Iock) (s 5 Mitochondria™ g g 55" (5 m TSP PRI~
5093 50055 g (Sl mlpl 2 AlS 5 oS s sl oS S wsel Bl 2 IS
yg&¢;|;|
A 3 il s Lalie sl (b Ol sl s w0 s ol
5 S 5508 s pidlice 5SS s (g ) S5 Jsa g ATP 5 5,0 (production)

%8 Funcion: Synthesis of ATPs & Power hour of cell
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Hexose monophosphate » U %;;ja.l Lzgj.SLi Glycolytic pathway, ?Soj.\.gj: S5
S 22 %gﬂa.léjsl.; protective (HEMP) shunt
a055) $9)5% ATP Jgo 053 a3 Jleaiuls 355518 Jse s 5 Glycolytic pathway
a%;kreb, s cycle ay x Coms iy 550 80 o2 e g« HEMP > % S35
(03405 8,135, 5l 435 OXidative phosphorylation

i a5 5ily S 5 %;?,.pf o)L &yl 5 3 5 S pan s 52T ATP
s Srre > S S 505 5 3s75 <> ,’35 bl Ol > SlassSam ‘St
5 %;isj.\,;u $9055 (S ot ay i a0 les o5 5,5 0,L) Microcirculation
Sy

S5 519,55 s 3 Jp o ATP ae\L‘Se\Jx_ﬁEsg‘ > Glycolytic Pathway »
&y QS Microcirculation 4 2 <Jl> (Pliability) oo 3 5528 5w > o2 ] b,
Md‘yjy CeiwS Pyruvate Kinase %55 Glycolytic Pathwaya, gl 5352

MWJWQ ‘;‘,J.Jyma);ﬁajyjjﬁb HEMP Shuntj| OJFLJJJ
6- 4« NADPH ,| Glucose 6 Phosphate %55 $5h ool HEMP (o)) alslis

4 ﬂ'«’”' GEPD » Juli (5,505 sl sdh 525U NADPH ;I Phosphoglucoronic acid
48T gl Methemoglobin 4 o oS sep 31 0 S0l iS58 Calatalyze o
O 5o N 0 20 J 18 |, (Production) &Y s Methemoglobin s ¢ o 45 .55
Heinz bodies 5| .~ (aggregate)s\> s o (S 55k 0,55 5 m ;J&|a«,§,lé§w;%§
GR3 G S o e HeEINZ Dodies > 5] Juis b Jl g SESZ S (B S
a3 5 5 (Consequently) S 4ot & .éy.ﬁ%;g(Stagnate) (,L.? o S5 %;isj.\gu
~éﬁﬁ%§3@x§“
Reduced glutathione » s . Heinz bodies s/ mw oS soies 4y OXidation g oS sad 5
Sod b s 0L J53 ( GS.SG) Oxidized 4; Glutathione s GSH ‘;Mj‘ﬁ:&g.&
Ja gL GSH &, GS.SG o,Lss (2 505 05 wsSolbne 5 b sl 5
sk 535 B oy oyl g s OXidized Hb s H o Jo3 s lualss & i 55 S g S
CoinS 3 ol 31 G-6-PD J_’séf“gﬁﬁ;éstiHEMP Shunt 4y Js3 4 NADPH s H L]
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Lz;J;;Lf NADPH ,! 6 phosphoglucoronic acid 4; NADP s/ G6 Phosphate ‘_‘,So”.m\.;

Sl

waojy(Replacement)J.\.;Soﬂ.&so,Lg.s GSH ;L‘;a\g;ﬁ-yagNADPH 5 4

HD 5 ol ealoes o s L5l 5l gha 3 ol oS ;’tbb%ﬁw%;ajym% ool &

g aslsl a5l Jo 28 o o w0 Heinz bodies 51 Methemoglobin 4 ¢pio oS

oS 1815 Y 529055 5o 25l 555

Glucose 6 phosphate Dehydrogenase Deficiency or (G6PDD)
(ol X-linked & 5 15 5] osg‘.lé;%;gwlﬂ&;,ldw s »3 s G-6-PD Deficiency

S8 3 o uDominant d{.{wu@bbwﬁ»@

The Pentose Phosphate Pathway and Glutathione production

lucose

{ Hexokingse (HE)

R-0-OH 96SH WADP lucose-6-phosphate
lucose-g-phosphate
debydrogenase (G6lD)

R-0H +ltp G556 HADFH

g-phasphogluco-
lactonase [éREL)
t-phosphogluconate

E—]yhusphuglucunu—ﬁ -lactone

R-0

=

2G5H HADF

f-phosphoglucond te
debydrogenase (aPGL)
R-0H + HO GSSH HADFH
Ribuloze-5-phosphate
Fibulose-f-phosphate
isomerase (RuslI)
GSH & GSSG: glutathione Rihose-5-phosphate

Adapted from Mehta A et al, Bailliere's Best Pract Res Clin Hematol 2000:13:21-38.

4 54e 3 s Kinetic (motion) properties s/ Optimum pH <Electrophoresis mobility »
Js—re 2 5955 3l (g 5 J 5y (1SOZYMES) i ] 59521 GEPD s L5 ade> b 3 ol
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%;Li in Greece) G6 Mediterranean .G6PD B . G6PD B- .G6PD A- .G6PD A" 3 &
5329055 a3 2 883 o3 o ke ax3 (S China ay GBPD Canton s (S obs 4
S Eb 5505 3 mlal Sy B Spashan S 5535058 X &g &g S 5 GOPD
.%éljm%;w.;;uﬁjbg L;._;..,,‘:JIfrequencys\.ﬂ.w'Jj.;

> 5l et g Ll 5 S s < S5 Sl a0 s J93 5 S0 4y i GEPD 5
.é:é_,..fba.\ALi.o%;plj;J_,SA.;jyuglaba.;%;lﬂu

Sores 3 o8 A )l oS ny mlpl 38 g s Bl Cand G2 S 8)
S GA S rahTYV i el oldlae o Sadsi g 4y S50 250
>aS gho 3 Gl S| iy 3 2 alS B 5 gnshae Loy ol Lass] 20)b 5y
o3 wo U e
Sulfons .(Nitroforantoin Furazolidon) Nitrofurans . (Premaquin, Quinin,
(Acetophenetidin, Antipyretic.Probenacid .(Moth balls) Naphtalene . sulfonamide)
'@L;u s~ 9,4 ol Fava beans .Paraminosalicylic acid . Nalidixic acid . antipyrine)
Hb Urea 5 JI5G;Hb » L » cIntra vascular hemolysis 4y 5 g;,;ujju%%,a

Jls aul > viral hepatitis s Septicemia s m Js3 g0l & % S sesb &
Oxidant » e ol (2l el (uzdsamd s £o)bs. o8 slas S Y hemolysis sl
6J--Lr‘ aing,yg acellfA - Y uss 3.,\.;’&»594» 50w 3 g0
S 5 %;ic).)...iﬂbuoﬁ.;ojlé.‘m MG@JB > 10#M&j)b >
sl gosm S
SIS Oladd s ol 5l 30 5l 555053 5 50500 51 GOPD 5
So 231l 5 3l e colanST s 5l 255y 5 53156 OXidant o
£ GOPD 3uSJ. 6565 (S pmsS ol sl iy Oad 25,L 3 a0l en:T
VR RCRY: ’.Sujpydjs‘&galj;j’,y c,.,,..s’ﬂjw(acystry)%;pl.pl %se.uwé' PURCA[
Hyperbilirubinemia Jsy ey slosiloinfant aisl 29,0 gdy o Joy 090 ¥
> Kernicterus » &3 Exchénge Blood transfusion L Phototherépy w@.A.S &
:%;(,;L»,&Ln Neonatal 4 53l %,'b:%,uj LSV EIRCSTRV SIS @sz
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S oS ?5 sl &,"Lﬁ.i,ﬂ 4 (I3 85 SuiwS G6PDD 3 &Y vge Hyperbilirubinemia

S;&gjbé.gﬂ&gﬂjlmjujy]ﬁl.b &gbéﬁ.’ﬂ GGPDA.;%;"; guj.&l..o Older j'se'}.c
biﬁJb3|&z éﬁbm i})b bﬂj.}'}.ﬁ Oxidant J@M?'JW&'}'“}W
o i 95> wad 51 > Fava bean 3 B Lﬁ3|da’cpuuoﬂ J.AJ;Oxidanta%,ga.lSéIJ
o,ld plogdle mosls ssiasl,g.\.ojl%sigwl >Fava bean %;’;xbj bl > ol ralss
Lo ol plosile salp ol 31 s Fava bean Jy -8 J< Hemolysis s 5| Oxidant
. (Not Trigger hemolysis) &b >

4lS" sl hemoglobinurea « s 5 «wdlus Scds 4 Joo > pleo,b So,m sy 4
. &1, az3ew (Cardiovascular Compromise) . ol > oles 3 alS

s S AT A SN
(83 (S 3 S Sg&@j&.ilggﬁsg.\ﬂ‘g o el s £,,L
Mildest Form :Type |

8ot Jdd S s 2 el g Losas 5l (03 Joy i I 55,0 s
A.]é'ﬁ&&j)b'b é‘.).gf 6\.&..3/') 6)_9.3 %\a—/\; CAJL} J&Jbb A.a“j.u ﬁ'}l J(GGPDA
s 3 VitK s 5l naphthalene. Primaquine, Sulfonamide a5J 53 s colanST 58
g e o ay wlpls s s S5 s orbas s 5 S el s
s &bl gss S Jud @ hyperbilirubinemia S s 53 4, Newborn s Ll
Cogans 5l 6,8 05|00l 53 avinitial hemolysis 4SS &5 g5 555 R34l L 55l 2> GEPDD
P3| SV I PES KV PR VI ST R\ Sp-R S\ EVIPERY
Moderately Severe Syndrome :Type Il

a sheys coliS ol g 3 S 195 4y Fava bean ;QL&:”L;%;JJ.; S &
S s by Lol 3 s S5 4y 4 0y g 0L chﬁuﬂwé&m
(G6PD B -and G6PD 6‘).»5‘_]..\_..] Jj.} dﬁ@éﬁ)é'ﬂb@'ﬂ.\.ﬁ b)' u:-‘).:
Neonatal s s o)laelss ol ojlaelss wid s ‘-?5 odl> > 4 <canton)
3ot et (S Js3 04 o)l seswdens b S o hyperbilirubinemia
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Jo3 é{%$ VTR BVIPER! J.;.\.w%; o gab a>vse cudas 4 Viral hepatitis
= 315 Encephalopathy L o & s o Viral hepatitis & &= s
Typelll

5 P, bsl 03 oS pa Say codlad il QAN TR T
w@w b o 93] g0 Oxidanta.];,t.éj,b%gb&&;;d %,«;a&ssjsmfnon-spherocytic
Hemolysis .l 308 5l s 1 25 ,\iu%u,.zué;w;s;.g,z Newborn g yduy
FPUCH WY A & e codial gy o055 5 sha s oldST 5 4 Hemoglobinuria |
S o2l ae) o)L Hemolysis was s (Swe ¢ Febrile illness )  £5,b Sos)
03 w5 S paslp &,qul&,fk;mg;;},u
Sl 5l b sl M b il 9,0 s :(Diagnosis) el
« Hb g .s"_‘; Cu3s2ge & 4 Oxidant induced hemolysis » & (glasS o 58
s :oﬂjalyul,\.,‘.ﬂdjléjjujjsﬁ,wwgla,@oj4.36 Reticulocyte
Al Sl S aSa i HD 3 sy 3 A abes s sad 2 dlS S50 4 50
aoS dyas v (65 )5l L JAdy oSes (g2 Ditand blister) gz e Josly
Pepersisv Retlculocyte > ol 03 4 gans ‘_‘,.&Hb Urea .55 25 50 o Spherocyte /.l
Heinz gqjg&NIngupravital staining 3 s, 5 3 ¢ 3 Aij%;,;”,f»
‘&gu“.\.g;bodies
¢ S5 39730 0 Polychromatosis » . s2i Normocytic normochromic ‘_‘;,;Lébba\.;
8y )9 %;L:BJJS‘\S > o S3 0d5% 94 Unconjugated hyperbilirobinemia %;,_',L‘c”m.;
P&y S @8l hemolysis cdaia, Viral hepatitis 2 5 plox S are sl
b & a s mortality 5 o g 39790 o ysS Il £0,L03 5l g ) A a%ﬁSwa o
“J|-'\MJ|‘T>JL'°JJ-’ ° r'x' GOPD 3 515,55 sy 3 (Rl uguns (£ 350 S °,;3J
'”g-;-{“l"“b 4 sseshre 3 g5l
Reticulocyte sl g o> (5w g'ﬁ&; oo 03l 4y 550 > 63,8 4 blos
s 3145l G6PD :gaj > P g elle ;) G6PD > @Hb”)%; gy as 03]
= AS hojlal oy are LULGEPD 5 S8 S siible s paslis £s5b s JsS
.%;;JIJ & el L;JL@};, 20 b sl edb Jlag £, Reticulocyte
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Classification of of G6PD Deficiency Variant

Class Clinical Systems Residual Enzyme Activity
| Very Severe <2%
I Severe <10%
i Moderate 10-50%
AV None 60-150%

obMWs| 4,00
%;‘C;A.g Neonatal hyperbilirubinemia » %;,;u,_zu Newborn 4, :Kernicterus .1
S5
9350 coluSTs  SOId children as o Joy Sl w55 Cardiovascular 2
u-%;b') & dBuw Severe”hemolysis alol J jA.?.{éOBUO 30
:gy.g&gjpj Splenomegaly 3
a3 2 %SJS‘LLo Chronic hemolytic anemia Sus o 555193 52l > G6PD » 4
SorS gt 8y 35 S5l a0 5l s a4 g s b
Mgs‘b»fb’c}'pﬁJL" 3
= Thalassemia
= Structural Hemoglobineopathies

= Red cell membrane defects
= Immune mediated Hemolytic Anemia

Gl oo Al mjawuaégajﬂgj.\.ﬁéb S sfasbaade,s £9,00
BT LL:..“:~|3|,3.3|.\3%;JJ\J35 SorS

i Jostss 0B b ass Jleaal s sy colanst s S sley b GOPDD 4y
b Al LI GOPDD 5 fal bl Ko aid Jleaial 5 Joys abss
(Sl OB axs Sl s Fava bean soles)b alp ol 5o ol bl s FUCHEWY
& jsl.éj,b.ga NZIEVIN P ok S S0 4L Severe Hemoglobinemia:¥
(s J S5 sk 4 5 Alkalinize J’IJ;| > Sodium bicarbonate /.l L“SALS A
3 s Gt (Q‘,S Renal tubules 4 45> w5 5 Acid hematin e JUTY P
S w3950 5 tubules 5 55, 5> Acid  hematin & JLES o 315 Renal failure
S5

-
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S9! alawl s 45 Blood Transfusion s LU osS sasd  o£9,b 5> Severe Anemia :¥

o
Immune thrombocytopenic Purpura or Idiopathic
Thrombocytopenic Purpura or Werlhof Disease

4 ldiopathic thrombocytopenic purpura s 155w 15,5 s snlugmws 5 O sl
155 o S D5 piytilgmes i 200 ()l aRS et oS g odeslps
.%ss.lje\:‘&;.o
9,5 > Petechial hemorrhage ecchymosis.Purpura. Thrombocytopenia 4; £ ,U
> ol 5oL ol ssnlugms agBone marrow 4 sl « Jlodd 4y Los5ans s sonla
8 raw JIgbs b ol Jbsa i s Megakaryocyte

ol e sl ol o s 48 e g5 S il SN gioze 5l 53l 4y ITP
> a8yl Sl ap o ITP g3y o0 gLiLLZ%;A.Q: & sils 7 5> Thrombocytopenia
F ()l S s SLia gl p 2 ITP fpe 56 S5 ploa oljass yiile
*Y J sere 555 s Thrombocytopenia 35! s3Jsa 3+ Ay Joorn w3 Lo b3 ITP s3>
SrS S
% SrS Js (o3 BB 60 4 pdme ad g5 4wl 5 Y ITP 5 Etiopathogenesis
St o 538 553 gl senn 50 olies £ g L AULO-IMMUNE 5 £ 5)L (g 5050
Antibody coated platelets alzuls 4y RES %55 Spleen 4 .55 aiis Immunologic
> Slbudo wed s g a3 apee 4o (Bl ases Thrombocytopenia sl g e 50
ho g3 5 Londious b ol Lo ol sy sab d.'&k,(&&.»a,;Glycoprotein > ,las
S oo Platelet s 548 Jes Ao 4 (Auto antigen) el 3 jlds s glwio

ol b 2l IgM Js s Juls S 419G » 1,251 Antiplatelet antibodies

ikl 2 S 2 ot S b Sso a JsB me s bl Sln
$ S 057450l slakaly s 5l gy 53 IMMune complex ags o s sas09 Platelet
Receptors > » FC s RES » 45, FC 5 Antibody 5 ol (Juic o g3l > SRES 5 L o
Js3 g sl g5 S Phagocytosis > Platelets :%;mu 3l @S (bind) J 5 o
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= L9 o ¢ L;;I,eu“ 7= (Sequestration) slasul Platelets ;‘_‘;Liver sl Spleen 4
Platelets » ¢ 943> 1gG » 63@&'@%550)3-" axd & eSS 9l oy > Platelet ¢ i
S g ssnlagms S aLiver Ly Sospe 4lgM sl G 6o B sl cu s
S ) gkl ke gL Megakaryocyte g‘:5 r.Ia.:: =4 L Antibodies
o Lo 6}56\15'.\.40%;( Production ) &Js5 sl Maturation ) sa.w 4 Platelets » g
. &S Platelet

a0 (sl s 3 S S g T 00 ay gLy LITP 3 sl 2,5
< Rubella Varicella cMeasles > £, qws s 4Js0n0 %;bx S 3 B350
S plogile s3a Jo >ade 635 0dusd aisal J el 4 Epstein Barr virus 5l HIV
sae kS 3 Bl ases Lo LAUtDIMMUNE awssand Lol o senedd

57 sl oS o.s%;‘&;..o‘x.usjﬁ A-Y s iy ) Purpura (g3l 5 Epidemiology
e 5L %;(J.g.cf.fau a>> IS o > Chronic Purpura sl g8 axsl o3l gslaw &
Jad olsa S 53 )0 J&S;J%;“-y Sy & pSIsCa g‘;ﬁ}’.‘“‘i‘ &
> 9dS a3y gl ITP & o, B-12 ol HLAB-8> ylosile c g b 5lai o5 (Se@SON)
.&ga%g.xﬂjla.&&gji

Classification . _£5,L »

S 5, thrombocytopenia a5 ol SBL o sol el 5 25,0 5 :Acute ITP
s )5 oLl pun s 3 (SEus 9l TV ad3 Jad (£5)L 5 S i phad 00wy gy
Sl s als Satoa pilas V) o i SLjass shad A o gremp
5 ‘I,fSI@ il ascs Relapse o£5,0 5 (Ses cudaiay sl s oL IPECREIY
E,SJ'U'J'JJ Aot Y d g 9 A.L.wbé.;lnfection
Thrombocytopenia&,lmjlJJ,;L“;&};M.;U,&,.‘A,H > s£9,b5:Chronic ITP
s*IRI J]J...S'é;ué.z;(mltlal Attack)tj,& 5‘_‘;‘“"«5{"’; d 'LSJA‘:“’J".’."\":”):’.';{"A@
anslio (g5 siilen 9yl S anS 5 @S OLELL gy & s3mpe azdu,b olol b b
cad poly Jlyas anb s ITP jaje .s‘_‘;m'/.h-h 4. o+ thrombocytopenia
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£l (52

b dyers 53l s sl

3§ Ab'kcjjb U"\)JS E3YY Liﬂ ,.ﬁ.éj)theumatoid cSLEA.i > dL,.:gJSw
NIYEO B TIVIE o, L 5l e s Chronic ITP

Acute and Chronic ITP

Features Acute Chronic
Duration 4-6 Weeks >6month/years
Onset Acute Insidious
Peak age incidence 2-6yes All age

Sex predilection None F:M3:1
Antecedent infection Common Unusual
Hemorrhagic bulla Common Rare

(Oral Mucosa) in severe cases
Eosinophilia/Lymphocytosis Common Rare
Associated Immunological None 20%
abnormalities

Spontaneous remission 80% Uncommon

:Immune Thrombocytopenic Purpura
sy el dy sy Lol o0 509 g5 3 SpEaL g0 a0l pllal Sl 25k s
$HL St g Jod 4 S Petechia sl g8 lug 52 255 ol cous 5l Bruisability
.g.:@*lj

Ecchymosis s/ Petechia: | 45|

S P 5S9de sl 4 s 33l g3 A8 1L i fl,iSI Ecchymosis

) 455 10000/CUMM o) a2y lsros 55 g S Lo pien S e V1Y (S S
.&5‘{.@5“).\.3.]{..&(Bleeding)&g}“ﬁj}wjjw&sbuud POTEINITERTY
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%:5 P by 03 Jgern s Sy 05> ‘_‘,5 sholas 4 5| Melana.Hematemesis
> o,Ld J5 s Anemia 5| & L,Lbljm%;aj S8 e > (Ll 3 s
>oals Anemiag s a0 rrsraS Lhsd ol o o deos sl 20 s
oo TP Al LAlaS 5560 & s> 6055 25,0

Af s 2203 5 i 3 2 Leasl gl L 5l Splenomegaly Uy hos 4
> aSolded (9 SS il Secondary purpura U S oS SN P S
Sl ad b s s ey P ?SW b V0-0 4, Chronic ITP
Severe . (Gastrointestinal bleeding) 5 55> %,iLu $-xe> (Hematuria » ol albs
&;&;JJI J&ls 3 o le w35 5,0 5l Minorrhagia QS 9> Adolescent 4, .epistaxis
S %55\3333 P A GIAS Jad S i b V) g 05
:QLQL&A&;)[,SL.?)
[Complete Blood count(CBC)} sz el ais (& g S i s od a1 TP 320
I gl pes 3 5 A8 <100,000/mm® &J s ‘L; soos 4 Platelets S
Q;V Capillary fragility test . g5 b} <> Jb, 5 o (Mean E)Iatelet volume) Y..m-
Partial / Prothrombine time & S 3 "?3| QSV Bleeding time « 5 <uls
90% - 70 4, Platelet antibody «X—,lies 5l g5 Jbo, 5 S thromboplastine time
>$90biar b sl Il ad Megakaryocytes s S sae s 5Ssie 3 :BOne Marrow
.é) cytoplasm L;| oL L;J dbudding ) %;z.;. 3405843l 3 Megakaryocyte
sl Myeloid » S s, 23 (Precursor) ‘a.\ﬁuf...;.g $933 %;(..B.c’cu.;ﬂ Eosinophils
‘Leukemia s Ly Las Bone Marrows » 4 laes g5 Jloy o Sy Jodes Erythroid

PEYVEE %,I|,.¢S > geulwgaws s s L ol Tumor cell infiltration Aplastic anemia

N TR R SIS P PISEIP S
%5.\;34.; %55-[,.“: S, & L)l &5 sl las = > 55900 3 Yguro ;L) 2 L5 S ITP
Aplastic ) £, Aplastic .Leukemia 5.5, Infiltrative [0 35S 9 .s‘_‘;jﬁb
Ao Ll alas o s 5550 30,Ld 355 5t )b (535 909 255 50 S Anemia
;éabaﬂb&;\am@
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S3Joob 8 el WBCsaS: Al
&9 a3k sk i DLC3AS
3 & aeililo s 555550 2 P7aS asshaali
o303l sk g Lo e s Soun 35l hoy e LI ITP  aiylan (S50 ol azse U
<gajxyjﬂ3h,};Bruisingjl PUIPUra &8y ) S
ey 30 g aad A plenl 4 dn i S0S o abars ITP sl s i
.%;Nﬁla.gu.o'&p;;ﬁu Jé}mw
iS¢ 65 05 b Syl 5l e Hess (Tourniquet) test :oLgLané)|j3|xﬂ”b
.ér‘ﬁﬁlua_gb.nBT > ot @?JA_;&VHHMJ;,QLMHJ; >

S Jo,L (PTT) Partial Thromboplastine time ,/PPT( Partial prothrombin time)
3 Swxe |21 Anti-nucleated antibody %55,1.“ o oles oley,b asl ITP o,
520 lasans s 5 55505 JLsl TP e s JuS ol 5ol ool (5050 5 o2
s S o b sy Say ol o ylsa Lol IgM L 196 s
Throbocytopenia > Js3 5 4y s s sl 538 oJoi &) WL ITP i ¢ s
SN ol Slolan SGdSTe i) U 0 8 aEs o o et oy T (S S
GoriS Sy 3 AS
Drug induced thrombocytopenia :\

4l Sulfonamide .Cephalosporin Anticonvulsants .NSAIDs, Heparin .Quinine

Ly
Sternal tenderness L s/ Hepatosplenomegaly « <y s s> 50 55l dde éjw s Leukemia:¥
‘c;.p%;,.;uf%,.qb %;Leukemia A @'b&}' 5k cwlSal £5,L Leukemia
.é,b‘_‘;iij %;A‘,So,w j.\.;@l..b:%;;.u 3 hw
g&j (255 o30S 0l TR %;,M%,ula «» |5 Aplastic anemia :¥
S350 o2 Blood count Jle o s 5l gk
» ~ Splenomegaly ) 5 «J Thrombocytopenic purpura .5 45 Hypersplenism :¥
Portal vein > s25,b 5 S>3 45 Hypersplenism S &yp0 s34 9 5 Jo
(23 S L (S asis a4 thrombosis
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Thrombocytopenia with absent radii (TAR) (Congenital Amegakaryocytic :©
thrombocytopenia) , Congenital platelet defects, Fonconi syndrome

apl (o5 s o 3k )b S g A Wl S plesdle 5ps ol SOs0s, S 4
.S 2754 Glant platelets ‘T;Congenital platelet defects

(HUS) .Thrombotic thrombocytopenic purpura aSJ a sl J sene & 550 aSo,lden o7
5 e ~ DIC . Hemolytic Uremic Syndrome

Sleled] slada s, £5,0 0

Platelet 5 5l g by 2l ! %;z‘_;ﬁl-éwb sx» 4 :Management of Acute ITP:)
Ll gles pold as oy lijass Frov a Sany el Jie o a0 0 e
43%:545,34.;,:&& > Platelets s 5 oo (g5l o 5dbs &% 83 s dabe 5l a5 g0 g b
AR iy 5
axio axd codlas (S5 ) wLoles,b:(Supportive Treatment) aide s S sk
ol ¢ J S fﬁ))lg RSP ST R EPL R 6&515’ wly 4z p 953-33”-: e
4.;%5.345\5 (o s psile a3 gloys bsi e 5,5 sIVOIProid acid «(pew el LI
ay Jopd s ob slad b&ﬂgv\ef (52 54-14“'&4-;‘,&-:'2’;33'%;‘;@%;“55%;39%&“
o as Lo b sasd L35 Jae JobhdaS e il OUKLl (g5 055 5 ang
S 3 g ) Platelets (.54.5‘3”20000/mm3 o > olosiils ara . &s ol %:Sa.l:-,o
(s s 2 s I Gl s g5 5

oz AL g0 @S g S Ao se o pay L)l s gt (Sosdde L)

Platelets » %;i:..o a>> Surgery » %55 Sldas & G S5 L5 L;S;,.v 4 Platelet
sroosr b ks s cole alle 3 & dag a3l 5l S a0kl 5
SoS IS 05 Ol pamins

ado )3 S I8,

oS axe Platelet antibodies production s s 5155 55 4 Steroids » - & g 9 pian -
453 o Platelet UI%}}J&’M.\.‘SW 3 Jondl (S > e S Platelet 5l g3l ol s 5l
5‘_‘;053»4.;)5”“—\:4;&5:4.]33 .%ébmcﬁl.d‘_‘;o@xcj IESTIVIEST
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&'W@J| AJJJ O paw )'J.g:é\.i &;A.;.LA)J

0.4gr/kglday .S JsSss S 5o 993 4 & ¢9,L 29/kg Total dose Jw ;3 53
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Sl gl Cod oSl i il plesile Susaglss (£l g8l

> (o2 NSAID 5 ol oyl asldan o8 5805 45 Jand s 3 b 0Ll
s 033 a3 gl A s saluses S
Replacement therapy

2 b (2B 3 Al s g ISl e 5 51 58 Sse s gnpss s pasbs
Fresh 4 &9,953 1X 5l VI .&SJJK.; adoys JS B, 5By g3l damS sany )
Concentrate 4 & SO S %55 cryoprecipitate 5/ Frozen Plasma (FFP)
F VIl .s%;;wdonor 4> 45 3 Cryoprecipitate &gﬂfmﬂ;yﬂjg Recombinant sl
ol FFP. S 5> a>> fibrinogen ,/ von will brand factor » S L;oj;,b;
82 é>WI cryoﬁrecipitate

> UNity sl 53 Soaslys 553 VIIIX 200 unit » L unity FFP
SUNIt g oS VI s & ‘_;\;J.UJ,; 253 o3l 5100 unit 5 Ly &5 cryoprecipitate
g2 Wl &l o dalflife) vojans 2 255 85 g9 LSO VI sdad sgs L
W@.éé&jj-&gﬂ)@ﬁJ}}&é IX s LoD sunit 5 K8 IX ;%;3|>JL>
%;,J,SJJA.; | 2> cryoprecipitate 5| FFP » .éwj%gjx,;,:_cu%-\/\%ﬁ SVPY
J%Lf%;gmjla.& dlood transmission ) Jlzl s 9,4 ol CMV chepatitis B& C HIV »
Sz 55l as (635 o slyysr by sl b 03U 55 903 3 SIS gy S k4
s oS
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S boriaal o5 o Loal 3 Db sen > recombinant factor VIII 51 porcine a5, e
a 453 IX a%,»d,.ﬂ.u prothrombine complex concentrate wﬂ%;y,.:.ﬁ S
0 Fad 22 $oly IKin g Jwyo %;;;&gy.gmk;w
>l sldes ol sl Slacsis s s SNodaed L) slhad s A
JsS oo 50U/kg‘;)L.;J Sdb (633 (o Spmmny &5 %) .J%Lg as g 5SS VI 3 Lo
Sl SN Lo el WYl auss sl oS
Sud 63 2 (o dgmns 45 N0 T ag W VI LN s b o,ld sui 055 sads 2 0
LSS J5S0s 20ulkg s,
:Hemorthrosis
hemarthrosis > J oS 5 oJL;.I%;;ﬂ Sz > iy azelu VY 2 25uUnitkg LSS VI 5:)
4 sequelae %g.wl > arthropathy (s > 5l Cadgdome 4y £4,0 (Ssas 3 ¢ NZIEVRY
g el Pl gl o
$oar2 old S W s CuisS’ s AHG 5 J5S &l partial thromboplstine time »:Y
(g2 ad aiyy deel bl 58 o el 2 sk som 5 S 2
(Immobilization) Jslu 4."53%,3 o %,lzaj cdl ao L) gpell YA Y
o= | | aspiration  gus s bbass Jais ¥
a %S%sz 5 95Ll > JIKEI ¢ o Orthopedic » atug,y ass Q,ud.g: %,l:,o %5.>L> 50
> butazolidone | Indometacin « Aspirin .3 9,2 (o5 5l JulS $Mac s ;b
soebl by 2 65508 (B i olre gdme 5l (655 A s giloudo 4 e
UL.Q,,B.;A%;J,@;: o dloniul Joys iy b oL elils 555353 5 hemophelia
($> 45> diazipam sl pethedine «paracetamol » b gaon a
o ghrs 050 S ay sla)s (255 3 45 50,58 5528 3 5l plesdils HOme infusion
K,y > hemarthrosis %I;J,:S\é%;,bﬁ o) a0l pleg by U5
2,33 tingling « iy ay Jay cils o) Jos s (S 05aS 4y S 3 syl
FFP 5> s 2,0l ey Ko,y 3 hemarthrosis s JoS > 550 sl ¢ 3.5
Y @Jb CPIE J&gggﬁg@)b > Jsl factor concentrates s/ cryoprecipitate «
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Ologlan 2,5 &; > a Jleal s S35 5l reconstitution s gpas 5 L M
'kﬁJjﬁ
33 el s L) £l s (S sl s 4, :PrOPhylactic therapy
& pleg)b g S Jb Jostns ol bogioay Joy ol 29,0 (s S Jso BB &
3k baaly Lol oS Sy M5 oj;%;leOQOunit/kg FVIII
Ol g3 45 ple gl cldd san hemophiliac%;(ojﬂ S 9l (855 Gade > 2
o P 03 b S g S S 8 S5 K5 Sl 2 S
:Surgical procedure

S N D pppo 45 shays Jole o) L sl elective oS 5L 9, Hemophilic
¢ i ‘_‘,5 @A 4, coagulation laboratory ,l surgeon .hematologist » %;bx SN
v :w%;J.A.c > 2l %&w 3 s> bl collaboration ) J 8" i sS
03 $o9,2 bl b
Jsaskan grsm > 503588 IX VIS )
s> 9] Cusg>ge 5 inhibitors s Y
Il 0B s Jadl s 550l antiplatetes Y
&3 3pmae £5,5808 S 2 plebl S g0l g 1Y
:Drug Therapy

inhibiter of 4l .Tranexamic acid . Epsilon aminocaproic acid (EACA)
SRr> (P95 5 2575 35l 655 S sk as Lysis 5 (clot) ile sfibrinolytic enzyme
renal failure . SO 5wl asy adl 5 J.nﬂus;“a hemostasis » s> » 5, ol
&> olbzd bl.’a..o%; hematuria & o 30| o &
> ke 3 o3 59> sa> > hemophilia st-“ﬂ sl cax> » Desmopressin acetate
b3 gpdlenialo, . £5,L Classic Type’ | von willebrand s 5l o ,LJ 855 5 (g5 555
shaagys g Jlaaul s Jooyn s o 5bs Jaaslsl LSS VI s a3 555 s oo s Juo
Diminished <> 358 5 5 505 JB sm3d o .s%;“.l:L&A.; TN STRVIT
3. s£3,L AIDS 4l hepatitis > S Jleaul & Jo)s 55 5 6,5 s Lise (response)
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IX ol VI JEAL b3 o s danazol s; Py 03U gy als s ol Jli
S I 545l e 3 205N

Aud s oluniss o dS é,{.gmu;,;pj ax 4 Jw,s 15 :Fibrin glue
P $=3 95:13"“ STV A g 2l s Juys S S I
o~ 4 coagulation s Jes 15 (g S 6S 00 5,65G IX VI a%,»d,JLa.gMI
fibrinogen asbaw 4y s>lusl sakauwly 4 sadled > thrombin » '&53'{&’)‘: %5.\3@&;0}»
SH L fibrin 4,

Ye)A s e antenatals 25,0 5,5 ‘Antenatal diagnosis of hemophilia
VIII 5lIX .&SMQJSA.;%;QLM > 5 5 Ly dow 4 J‘T;.x)ﬁj%;o?)&| 5. ol
LSS VI ;%;r,_zu%,ujc;ﬂ4.;&5?,‘5»)'|,\;I4£.¢I34,;radioimmuno assay 5 g , 4K
gzt amniotic fluid fibroblasts ;oo > ‘_‘,5 #5555 05U & ¢ 9 &S 45 procogulant
4 Seax>is hemophilia alawly 4 DNA Probe &; ml gh 2 S Loru
o2 alauly 4y Jlorial s él.:.oué}ﬂl.:.; IS I 3 s chorionic villus > & antenatal
3 ol 8 Ses Jiwes! Jaw chorionic villus 5 (! &% slaS jasis
Jodd| K< 5 55 poly merase 5! Oligonucleotide primers :éal:»,» 4 prenatal
s i alaul 5 45 (PCR)

“ :Carrier detection

iy gpdlomial o, CaiS s e s 56 3 J5S 03150l swesi F VI AG LIFVIIC s
3 w v f .sdjba.&...gca.,@&;; 3.3 J.‘{MFVIII"AgﬂFVIII C o mwdoadbeoys
.:L;Jﬁb a abuly 4 5> 3 DNA ;Lz;,s,.';&g 304 sl 55 nolys JBL e
(s SlaS o a5 l5 mutation

.Social Aspects

b S Sl e & o, Psychological &; s> a hays b 3 oS 4
Y R WS e psychological ,di 3 5 5555 4 5528 3 5 eyl
antenatal > (Genetic counseling) (s sdce St ) &9 0 A 4 pleip] colin
FEES (M > pleg,Lhemophelia 5 o 0325 Mg'?%ﬁb&'%
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Acquired Hemophilia
%o 5 S pley,bhemophilia B 4 5l %Y -0 S »le,,b Acquired hemophilia 4
o Lo S e a4 ol 550 S s 2 gmS lidl gl pleg)base 4 Lld e
gf'."‘“'{ &5}25 a9 oﬂjjjf b)|.\.a| o (g 3 inhibitor » M gsi') a9 u'}
8>S Jdo s 5L high responder s/ Low 4;hemophilia
4,;@“,“%54,1 > 99,558 VI, IX a%,“_jj.; Low responder » hemophilia oS 3
g;ﬁd;& ‘,Lq.a| o s 355 19
SorS J g (,Lg:.ﬂ%,i ax; ;5 &y N 5. s high responder !

Porcine factor VIII:1

Activate prothrombine complex:2
Activated factor V1I1:3

Removal of inhibitor by plasmopheresis:4
Use of Immunosuppressive agents:5

Use of recombinant factor VIII/1X:6

RPSICPRCIRN ,gp%;(unit 2> 4y sl g5 JSis s Lezal hemophilia oS s s Lo
Von will brand disease (VWD)
o) %gjxc\.;ﬂfjsvon willbrand factor » (& 03 9 b autosomal dominant g /s

¢ Plondo by 503 s VW (63 5 g ol (g5 %00-T 52550 5 gralts o1 (54552 5l 5
$3 357500 JN5aS 3 58S VI s S Plasma s 5l 55l > endothelial
hemophilia s s 450 sl g a5 olowe 1381 )5 o230 VWD JUabl aie
bleeding time%ﬁS Shalre BN 4 5l 00 ) (AKINCaLL s £5,0
«, hemophelia ;&g‘,LAJAIGéJJL): S5 S9% 90 SgeS L SS VI 5%;4.; rﬁj' $3 23]
.d.:QL.f&
Disseminated Intra Vascular Coagulation (DIC)
QJ&,:&SL;:L;JJ&I:&;yu”bg&gf;daojgcb&fbm s+ s DIC
Gran 55,588 S0gs8 adle s Ly s ol plovdo e 3 S pleg,ba sl e
.asphyxia .Septicemia aSJ s£5,L 5,05 L 5l Jsa k;};L& %Qb%;gyj;@ é;QQ;
s~ 9,5 sl collagen disorders <malignancies .burn. prematurity <hypothermia
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OB (Triggen sy 4 4o b ol JsSp 0,85 Jae 5DIC 5 253k a5y 655 (5N
s 5 S I mnpss lbalss 5 S gl grdais 4 0B 2 688
&5«‘1 ohe s34 DIC lgile

A::jlﬁj ,‘_;éjjb DIC b}
1) Bacterial (Septic Shock): Meningococcal, S. Aureus, Pseudomonas, E. coli,
Klebsiella, proteus, H.I, salmonella, Group B Streptococcus.
2) Viral: Disseminated varicella, measles, cytomegalovirus, encephalopathies, and

acute hepatitis.

3) Fungal: Candida, histoplasmosis, aspergillus.
4) Others: Malaria, rickettsial, Rocky Mountain spotted fever.
5) Tissue injury: Head injury, multiple fractures, crush injury, shock, hypothermia,
hyperthermia, burns.
6) Malignancies: Acute leukemia (mainly promyelocytic) neuroblastoma,
rhobdomyosarcoma, histocytosis X.
7) Venoms or Toxins: Snak bites, insect bites.
8) Hematological disease: Incompatible blood transfusion, paroxysmal nocturnal
hemoglobinuria, sickle cell anemia, acute iron toxicity.
9) Neonatal causes: Septicemia, birth asphyxia, hypothermia, respiratory distress
syndromes, sever Rh incompatibility. Necrotizing enterocolitis, congenital
infections (cytomegalovirus, herpes).
10) Obstetric complications: Pre eclampsia, abruptio placenta, septic abortion,
retained fetus, intrauterine death, amniotic fluid embolism, maternal toxemia.
11)Collagen vascular disease: juvenile rheumatoid arthritis, acute vasculitis,
systemic lupus erythematosus.
12) Miscellaneous: Major surgery, purpura fulminant, congenital malformations.
Heat stroke, graft reactions, diabetic acidosis, acute pancreatitis, giant
hemangioma.
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Procoagulant pathways/ ’ Sepsis Anticoagulant pathways
1 Tissue factor l PAI-1 1
., { Protein C A \
Factor X Factor Vila ‘ = Plasminogen
>y S ; L ,' activators
-~ - .0 i
":._...Activateo ..... e” (-
S0 e protein C
- -
L d o,
o o
Factor Xa Factor Va ) Plasminogen
Prothwyombin Plasmin
Thrombin G\. Fibrin

~_ ;&AL

Increased - Impaired
Enhanced formation
of fibrin blood ciot 4/

forinogen \ fibrinolysis

impaired tissue perfusion

Y

Thrombosis of smal vessels

Nature Reviews | Drug Discovery

it S 3l 5995 S DIC s 550

ol sladl s glvio a4 %;53:-93' shelsa %;U.’cj,b - Pathogenesis
s 223 sl L;.L&b S0 3 ‘_‘;x.cﬂ 3 J3ls a4 aSolaes ol el gllj s s
S g v s 3o ol (503 g il gy e 2 ST codlad
42,34 g proteulytic enzyme s @ctivation, wajﬁﬁx LVal

Activation of factor XII: 2
Activation of extrinsic pathway by release of tissue thromboplastin: 3

S 3% 5 s 53 oD pan 5 gilondio a5l 5095 SS COMNG 3 Joys sy (933
oy gk ol S o s 5 ) S (g el das Sibrinolytic system s
4 (g9 sl Jlad splitting peptide A and B plasminogen 4> fibrinogen » g?5
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> D. Dimers ! fibrin monomerase » » 53U > é,gw fibrinolytic system ala.ly
SomS S o]

fibrin 5 alawl s 45 plasmin ;e D 30w fibrin s polymerase ! Fibrin monomerase
$orS MY 5455 a5, L s split products

(= pathognomonic »,LJ DIC 5 JIs, ! fibrin split products 5 D. Dimmers »
fibrin @@SJ.A.: =L fibrin polymerase %%ﬁé;w&&svm « Thrombin ¢»
<aggregation)ggljgg&legl.4ﬁl > $leoa 903 s Thrombin .&5{5#@ split product
S S thrombocytopenia 5l & s s gilovdoa oo amjx@,.o,;@%};’dﬁ

5 #0508 compensatory s/ pathological s _o£5,b 5 JsS s3] (w48 > DIC »
¢ dny g 4 & & s,/ (Dynamic interplay) (g5 58 5 e
855 Jes Ao 4y oSO Plndo wses OIS Sluho 4gpen )
.é,S Jote L2 4 fibrinolysis » (deposition, JuS ¢ 4 s fibrin »:¥
S5 Jos o ay T3 (5530 3 oS S 50,53 (g A0 T
sddxie iy Jisly s3sl>thrombo embolic s sl &5 s ol g8 ansy DIC
2 g S5 5l g5 s pySSclotting > (g, &Y ischemia sl necrosis ;S;jssts‘ﬂl
>3l Bl a5 e ST 51,36 5  FSP ) fibrin split products a@(,SMA.I,ﬂ,;U
A S S s s 55 LSS hemorthage sl sz o 5 S sl sriaten; o
'95?;&3'3 S 4 >l 4 51 Shock (Red cell fragmentation)
el hogn s ae glis L5£,L.>L.o 9l o9 :rﬁu;:oﬁxéﬁ&jjb >
3«38 e a3 Purpura sl ecchymotic patches «(Easy bruising) JI sl s OIS
thromboembolic ~ Jsl> %;igﬂlﬂbs $3m0 S wke ol 2l I
failure 5le,,b & u.»,s’ Y hematuria sloliguria » %;,:;L.‘cbb 4 ( phenomenon)
bllase| oS ol Ol azul cileus c5,3 a8’ s S Loy ba 2 lowsly> Acute renal
4> ﬂ.s” a £, DIC WLl & g9, > %;“Ls .Ulo.\::.s S 973 (distress)
955 Jog sl 4y £5,L 0 Asgmg.ojé?.gal.i o5 43 DIC pa5e ol s 2% 0 el
NIRIT
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7 “es

Purpura ,écch;/mofic patches&; DIC & : 55
8L 2 (ol sl 5 ate S8 ay pasis ples,bs DIC sl las gl 513
83 Y5
N 5eS 3 gl ayges 5 A
> fibrinogen ! (Prolonged Pt, APTT and TT) 55,558 11V X VIF X 3 o
S e
s | s 525 3 protein C s heparin cofactor Il cAnti-thrombin I11 id
NRIPEYY (st > fibrin split factor products » : s
4 fragmentation 5 5LsS gm » s> ‘micro angiopathic hemolytic anemia -»
| ¢S s cyagasa

J7 sl (Distorted) & 5U  fragmented ) & ol s;‘-‘iﬁ Ja...m a pleg,los
spherocytes %; iy 0 by by oS Jad ©ls S o contracted g s
é,S J.\.g(..aschistocytes

4 g5~ > hemoglobin L2y 3 o3lal s hemolysis %55 sEbg 4
> ol wlalag 555 (st 3 (LDH, Lactic acid Dehydrogenase > 5 - PR o
.ég.gajl,ulwulxj,\.rda%ﬁy > haptoglobin s 2.y e
acute fulminant liver failure 4, a>5) wliv S 3 s A ool s
3 b 2 gmS s walie S oles)L hemolytic uremic syndrome sl pls pile 585,
S VI 5l g3 aﬁ,ﬂ;@bﬁﬁvm C SAFLF 4 5> & asis s mDIC
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renal .s&;,sl.é”b 29,45 hemolytic uremic & o 5l .55 35250 S 9,558 IX
Al o S Ry S ey 3 2 90 ek 93 g5 3 58 5 3 L sl Sy 5 5e falilure
<55
FET J&)'M}'ébd}géJ'ﬂ‘}.ﬁj 3. )b ;d»&;LA&,;LA): > oyl s ade
L;.;b‘x.:‘&;.o(aggravating)‘?5,,.,4 a Lol ;@f;(elimination) JsS G 40,453
(,JLS’M? %;..qb > 5l ,4 ol Shock .hypoxia .electrolyte disturbances ,acidosis aSJ
Gk sha 3 g s Shs (gt axd Sl Sl sns 3 5y )5S0 (g o0 2% Jogs>
veno » wldy; ks Jola 2 62 S S 3 s oo oY W s s kb
cells bl o ol sanemia s & ple,)b . s Jolas L55 A> (g ol 4y (punctures
4, meningococcemia infection slpurpura fulminant s 4l aes .&S:J?SJJSM packed
> P08 J5gom Vit Kos o 5.8 J58)5 hydrocortisone AS,LL‘cJJL;%;aJ,.‘:
SoS IS0 Vit Koyl ~ Aol
(Replacement Therapy)ade s Sr2slre

#5534 gl pasiuns cryoprecipitate b sl FFP 34, 52K >S9 5l Fibrinogen
a5 )91 43> 150mg/dl » 4L 4 5 fibrinogen » d,S SBa b o Loy ar mley )b
0.5-1 unit » FFP 10-15cckg &b 45 plosils 505,55 (infants) su o Sl
w505 3 sl g U555 L;,.,,.cl.u V¥ Y a5 o o Platelete concentrates
> 4 o fibrinogen ;&jmjlwd.;uj a3y 9s 4550000/l > L s3lnl gluks
.éaj&,; Kl 43,5 45> 75mg/dl

Heparin
Proteulytic ,wii 5 5 3l 3 %55\;3,)&5 4 physiologic thrombin system s Heparin :

> J;JJhepariny.dagisjﬁmXaj JXa thrombin,aSd 5,558 5,9 5 5l gl 3l
055 £ s B ples)b s A s 2 2N SDIC s S s 5505 4 DIC
PO PV WY EPLCRVY 63-‘5 Ol (S5 5% 2 LSJJS ool g;"“"gsjjsjﬁf‘*" “
> ol J,SCBLAQJL»),.: s gl sy Il Y s u-ﬂﬁ" 4 593 5l g5eS Ol plld sl>
u-’,-ssb 5 I Jloy g w4353 Srod d}’u—‘;b O &;ﬂ" & szbgjjgsi}“ > FSP
15-20unit/kg/h wlMg;;ijd axd 354590 FIDNINOlYSIS (g Al (g 1 45 ol
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heparin 3 .S J55 5 30-70unit/kg/6rourly » v Js3 slaelss & Jog 4y 551 kas 5 L
1.5- »‘:S.Q.E.cl%)uﬁbk}.@b: & r,fs‘g?.gbs;‘.fe\.l:.wbe\.g oS o3l Ll SAPTT 5 JsS )5

SoS Jlw (g5 2times
Effects of DIC on different organs and symptoms

Red cell fragmentation Hemolysis
Thromboticocclusion — Vascular

Anemia
I microcirculation CNS: Delerium & Coma

Skin: Ischemia & Gangrene

Micro vascular Occlusion o )
Renal: Oliguria & Azotemia

Cortical nicrosis

RS: ARDS

Microvascular Occlusion
Fibrinolysis /

Fibrine Split Products -] CNS: Intra cranial Bleeding

SKIN: Petecheia & Echymaosis

Renal: Hematuria

Y
Consumption of Plateletes &

Mucous membranus: Epistaxis & Gum hleed

CoagulationFactores

> $3,558 5 exchange blood transfusion Jo3 & 2l s,b :Exchange transfusion

S Ll oskie ey sl s ol g :f..qu.bjw
e Circulating fibrin split products (FSP)
¢ Activated procoagulant.
e Toxins
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Pedale 3 Slbudo wsed 3 oley,b atus,s a3 exchange transfusion s
$A o el 51,8 py S Plleial g DIC s IS5 Ol iamuw platelets

S u-*-‘-’”“«,; [ 4y YohE-0 ;@ 55 oy8) 023 QS DIC o5l 4y 4 » :Mortality

> ol axs> >2.5times » L5.l.l.oJ:?3IAPTT > ol >1.5times » L$JI539JI PT 5, 8>
g5 <N gl Ll ol pa plesb

Blood transfusion

B S Saas a2 0l ST arn i pgs Jans bsloe SSsl o 2] s s

s 3 S oleslan o ,p Sl g Jleaial ase 5 5l sleosas 4 fus s RbgsS

Dol 5 S S350 055 ) o310l S maiy aasS o phos sl pim s S5 S0l s

&

e
A5 FEE (293
o, %55)3 > ok o Q))'ééd&m&'wﬁj.} > g IO ATEETRVECSY aan )
3 WL;A_, S |5k (..AJ.J,; d.,LJ > &5 g J gos 9l s b deluce
ol ol slse gdhe g g T sy (S Al aedine s g ag a4
dJ.S b3 S3 d9m e OWYS1S
P K, S sl g o b e g aks Y
G55 GA st g S pu VO (S abls als 4y e s o
S oS sep anl S YO Aﬁl&g&u alys:d
Ll 58 0 s Gl s s 58 S
o3 0l 8 gole s A—*lefxwﬂ;oﬁsjlgﬁbag‘w;:\
S5 4 S s SISl s S 055 5 s 3T
>09 YV o,Ld Jslowe CPD ( Citrate Phosphate Dextrose )
%;;ﬂ vo wl;.l Jsk>we CPDA ( Citrate Phosphate Dextrose Adenine ) s

oS s sl g SISOl s (S SEs Ak 4y e

By sls s w5 sl sl s o 05 2 S S I s bl
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ol o, D o :é,bu,.:l&.sg;u::f’

Sy A3 555 s 4 %;-Bb sy J33 Jeosb g ) ks SO s (g %;-l’ > Al
halre gy blo 5 SO, by 2 6

Sy ke s fuga S s Sus i

by &Sl (uy SebopBd s S JCPD »:Cysgmgn 38 » é;.:b “ s 3T
.éﬂf‘;&j‘ﬁbbﬁjb & Sl 5l 5gs e

OLllaial o5 s 5 g5 2

JsS oslel po> UTEER

P le o Joy 3l 4 %Y (5 %;I”; > g 5 : Acute hemorrhage : Al
> e sl s L?.;I,a\.: a><» shock sl Hypotension ctachycardia%; ’UJL;
(53 3 S 3 g5 Joa deceptive a co S5led b (o gl pern TR Linds atugyg
a9 @Lz;%;gj 3 CoSsler b pudSaes o9 e 05 23 Hemoadilution
Nasal bleeding . Esophageal varices . peptic ulcer s | 281 51 got 3> . é,.gf S
Asphyxia .s%; Olyss Perinatal 4 51y sl 5l Al & BRI SVRE- 2
>S5 <=l Pallida

(S (SBges 4l sl gy chias 40

& ildes 2l

Lol

IDA L Megaloblastic anemia :|

(s ¢S ax> 601/l 3 4y HD 5 (g 4S

83 8 S i CHF %554..”“ 4y Loes] 5 (g oy 4S

S i ol s b ¢ Lo ;%sfj.:.w g LS 5 (sEles 548

5055858 Silens s oLl a 4SS gy (o Se o LT s Lss] (g mmS
’ g ASeh $olai s abaulyay

S IS o) Scte) LS5 LU uSI ¢ Refractory anemia o
L»H\...;I@Laf‘,.\.c 3 55 5 3 sl

Exchange Transfusion :¥
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LS 4 sepsis » & ol ol 5 wjslasw 5 ass 5 platelet fresh blood:¥
o,k Js 58 s bleeding 5 g5 Mol &5 e

o Wb e 48T o5 a3l 35S g 9,58 s ke > sz 0lessbase  Fresh blood 8
.Jj:) w'.}

SELECTION OF DONOR

63%55@-“-;:15 70-Y0 LU e Donors:)

L‘;JJ’ é}b |J&Mtﬁ)bé"ﬁwu U:b&%;{f)}:g‘w y:Y

sl infective Hepatitis . Syphilis . Malaria » aswes JI & U 5/ YMas L donor ¥
Sy 2l )b SO

ol WL wss S s > Sy ol JLsd o F

L8 aidu Celld WL wgw o S se sdonor 50

Jj.} ‘ij & A9 Ls.:.wL.:.ao %SJJJA j LS"’“ 6.3‘95 JLQ}.D St S J-AJL.:_% 7

x;;{u Ny Som e
The ABO Blood group

Name of Blood Ag presentin  Ab normally British people &

group cell present in serum , .
hag ot S

AB AB Nil 3%

A A Anti-B 42%

B B Anti-A 8%

O @ Anti Aand AntiB  47%

A<l 48 s 5o Transfusion practices »
apk.c%; tube b sus 3 315 & Joowe acy ed Sl 4 a5 s amius 5 )
v b o2 sl Cgpdlanial sk ay 5L )5 s o Al s 0.9% 2 05y o0

‘JSS CA.CL.: u.ijaﬁ bﬁbj}jﬂb@ 4.{5-6.44.: 033{.9 le:uc HypotoniC
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Renal physiology & diuretics

Creatinine, Antiobiotics,
Diuretics, Uric acid

|

HCO3-
¥ Glucose,

H20
Nact ¥

67-40

Medulla

25 Nall

H2O

Desc. limb

Mg
Ca
Why all these colors?

Segment name in violet

Reabsorption in red
Secretion in green
Percentage in blue
Hormone in orange

Proximal part Distal part

" Urea

H20

Nacl
2.5

"Aldosterone"

Natl 25

Collecting duct
and tubules

Asc. limb H2o € — |

Loop of Henle

Anatomo physiology of Kidney 45|

ACID-BASE BALANCE

URINE BLOOD AIR
H-i-
H,PO,~ KIDNEY Aﬁ" Tl “"\“\\ LUNG
- — H* H*
NH4* T . +
. [ CELLs -
HCO3 "_":.:H‘i;’:r:h ﬁ
HpCOg HHb
‘V‘*\\ cOo, » CO;
+*
H,0
pH=T7.4 [HCO3™] =24 mEqg/L Peco, =40 mm Hg

+ The blood buffers react to acid and alkali produced by cell metabolism.

+ The lungs respond to changes in blood buffer equilibrium by changing
the rate of acid (CO2) excretion into the external environment.

+ The kidneys respond to changes in blood buffer equilibrium by
changes in the excretion of acid and alkali into the urine.

Anatomo physiology of kidney : , 55|
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o (s o lee & e HypoOXia 5‘_55’)9*-*’ o S35l &35 axe Erythropoietin ass
> Bone Marrow) jie s 5S4 > Erythropoietin (g 5151 55, 5o .5%;35\15 Jo
sinjo by iy 2 S ads 4y 5 S5 AN L 5 RBC > St 4y 4l
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Hemodialysis%gg;L;ﬂg.:J.:“wj ool 5 4.;‘_‘;.“.;%;@ spp bl b as A.il.&fr..\.c
ol y 4y ,S’J_,.:.....s:%,gul.: > S5 i | pgmaS dady ay ol Jaa s B oy
g3 s anis sl JI Sl 30 s Erythropoietins
s 355 518 ¥
s Soldalss sluspiac 2 (S Dipe dkd Ay et D)po S S sin

5! (Gluconeogenesis) (g5 55 555 5 ase> 55 bl sinsl stliten 508 )5 3 & ol
oS o3kl (65 sk & (il s S s SRR NI STE
2 ) s 2 (S 55 At 4 Joa S 5 (VIE(D 3) ) s ooy 2 (Sopia s
03 g0 (2B VDY) 2 52 (2 S 4k ¢ A sl 5532 Vit (D) 505 U
ol L5.<J.,..4:L~4| A 6,5 Jwe! (Cholecalciferol) %gﬂ FURRYI = (Exogenesis)
4 sl ———=l 5 4dec Hydroxylation ;é;‘s ol S SE o
6J.J,u b 25- hydroxy cholecalceferol

s VIT (D3) >gﬁ5 sdsls & (% »> (Endogen) s S VIT (D3) s 4l
Ssy 3 A olis s 03le I3 g0 5> (g0 7.dehydro cholesterol s (s o3l pd
% S5 Cholecalciferol abauly 4 gl s &gy ) ;édi.wymﬂ@l,a
25- hydroxy 4 %;(Ji.» iy ol Slas Ko abauly 4y §lys5 545 o Cholecalciferol |
ool g3 02 A.J%,: Activity ol el > o5 JS& Jles o Vit(ds) s cholecalceferol
Sdss grae w09 o Jahd g0l Codslos Sl 5 Y 4 D3 sl 2 s
hydroxy o> Jsa g2 & 02 43355 50y > Cile spiac dege s (2 03 0,0
Hydroxylation J‘T;;JM:@:j'&ébﬁ;)M%b 4 5,953 25- cholecalceferol
S5 13 (2 g b5 (g 0b 1,25 Di hydroxy cholecalceferol 4 51 1>l g addes
S i i 21 6 Sl el 533z 53 Vit(D3)s cod e JUai
8L Saanay o5y dis sl L5 xS s abel W30 5 gl el Liols
(FS S ey dSs
sl Benzoic acid aJ g ;& 4 o ai >, Detoxification SFHIVIRESCIN STe v

ST
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Urinary tract infection
wlssl sl Oledl w3 Js > P PSS e & TR VBTPS I ERIE
bl g3 g o asloledl & ‘3‘)2%;‘9.35 a> o dn S o= s & $ Ao »
ps 4 Pyelonephritis & a> célay Parenchyma )5y ;@gadu;
&) 9 g0 ow > Urethritis s pyelites, cystitis, urethritis,‘x.;‘@b%,g Is L ol g00bL
0251 o selss Wb cgpdlanial Ll olol sl Oledl s S g Lol 0 S 3 G0
aolsl s g by (o sls LU Jss & 4558 |skesl s Parenchyma 58 psy s bl
‘ | . o5 5 ’
(855 S (UTI) w covsmpe e plS sl 5L5 s 423107 L;J...A...« (5 5 52

43%5;&»b&;),;;giaﬂﬁjﬂw%gmacﬁlﬂ;,L.ul;:)jsd
Incidence
,a.c%,;:..il.y@:;b&Neonatal;Mu‘cbb;%;”@)bgoﬁd&;
child 5}'4?§JL&|§J\J d%;gjs &Lﬁ'ajjfjwj|&sa%;‘;§jﬁ};ﬁ’w&5)x
u'?L:’.) a0 JJA.Z.ULJ ML;‘,.:_PU “'ig{;““""s_;(u*" u.i:m b&wby&b)hOOd
%S> SN as e b oI <A><.‘>5ﬁa’.° (s é RPVISL GRS
> s JValva :J&Sz%;:wa%oml%ﬁ o3 Jlsad J,,l:l;%;,;ﬁe\.;qial.c
@é:wlifé”b ERTRARN: @ﬁwsg&;.&;wﬂ,apx SITYRUS PP
03 g5 Jd (550 (5 iy YA g
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1-3% plogile Joupm) 955 51585 0m JJ}':-’L‘;JE" R R INTRVINEE POV
% 83 IS i S plasile PJbn s ane gy 1251 51 g8 a3l (UTI) g ol sl
A3 &;L@ﬂ S %;jﬂ&gﬁ > 5l hypospediasis, phemosisa&l&;uﬁl s
(ETIOLOGY) as by £5,L s

o Sses e 03 (%) E-COll Y Jgans 3 (UTI) 5 5 st PN 2 4y
Jore 555« Smmmnsl S 4 |18 Jo,b s (periuretheral) > 5 I3l s Sl S S
4y ax> e (533 5l pseudomonas, klebsiella%; Plosdle Junsop 4 99 St
o S5 > I3 S G 32 05 o2 Proteus sl Staphylococcus g;u,:u &) 9
rﬁj'ssj.j dajjlqmbc%gjﬂ J ol > JETE Sod>ls 45 L.;Jbgjﬁ-.’ Qt&|%5jﬂ%_;o‘,54.]
Gy 0 ool 5 G b Jse JsaAscending 4
<3 U2 sg.)ﬁ a Jol g Lr5&3”5.,\.;:L.....o(UTI).a

Joll gl > codlane ol Cunglie Cggiae > plu ;@&b.c FET J,;g;»,&;.g
A Js, ‘FS ay o S S Stasis wasS s o] :@J.ob.c axp o3 oy o2 ol g2
Lol s (e gl Lijl&ﬁ.?.:.l.a)l.:.‘;lwfﬂ&g:\b C&»Lo%;%ﬁ S dStasis aes | 4>
N L R - RNTRC BT
3« s£5,b (AIDS) » &I (Immune incompetency) Jlsl s> cudlas 5 5o 5 1
s e |3 3l 5L 5, Malnutrition JLM.:;I,J.@; Immune suppressive
Lil,s SU s &> A Jos g S oy jl(Instrumentation)Jm|3;,;uu¢!: s 2
ST IRIPVPTLIN- IS RSN P PP &S A
Sy &, 50530 S (Vesico ureteral reflex) & = 45J (Reflow) cas, 51580 5 3
S5 o Wl
(Congenital narrowing of ureter , congenital phimosis &XJ 5 ao G,b Jp s 4
9 sl urethral ;tenosis,
congenital « pilas s ol ;%s.yparalysis)elépx S ;‘_;J.b&;ﬁj%;m 5 5
NTPEIRPTIY » b5 aJmeningo myelocell, paraplegia
L sl j=2->,5 lumbosacral region. Meningomylocell s . Neurogenic bladder .6
s flaccid G ! Spastic%ggadl.\.;;.;bﬁ‘cu LS aJ Neoplasm
Urethral valve. .7
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‘hypercalciuria s/ hypokalemia, hypertension, D.M 45J , & .8
> %gﬂ J (Hemotogenous or blood stream) %gjﬂ A.]L;Z.u > ;,L_'a|%$.3g.:;dl.\.;5 9
3> 4, Septicemia » &SI c S g1y Infection 5| g5 315 &5 55 siliss jJ\J&SJﬁ
o
a ol uropathogenic 2 > L55(35,\., Js, 5+ UTI s :(Pathogenesis) ﬂg},]@
AU sz s 3ladl 95l 80 (558 sladl Joy ¥ & gL 5l e uroepithelial
L Ll sanle atiny (g J Cand (=535 Syen s Fimbriae o= g3 A
Receptors Lo sasw %5356 Fimbriae e < >sl, 453 (Surface) J‘T;zb.w > 590 2SS
Epithelial cell « % S b&,;,;dgux}f;’l;ﬁ@ 55 Recognize « pleis L
N SYRUINPER-S P‘T;ga Lo sl S @815 0L membrane
JAS i abal 5 4 fecal flora

coli form s J53 ¢ Sl & fecal flora > (it o UTl 5 ooy (> 4y
> F ol Lol Jdol g pos) o Dsoielo a2 Slsimn Saxoa LSS
spi el 3 3 a5 0 50lsl 5 Se sty (00 s Jale e Ll s s S
o 3 Sl s 4%5.3|J5> a 1gA 5 o s Jodo ajlfla%s.?: s S ol aladl s
.ébéﬁéﬁ.ﬁé.l«é'd_] A& 3PH 5,055 s/ DM c&lej,?.“J ;g;,“.éw;cgg.;a
SA s PITe S 893 5 wad plol s g 5 &'5‘\3%5)3%;]3-3 Otﬂg?,.&;’x
virulence jgLols )
2558 Sl Sg N Ja

SRy N Fra sl ey o3l sl cslael oY Js s VUR

Sy da 548 Sl a5 & Cystits 3 (55 55 s« 6L5QLQ|‘T;§AJLL° S oS
FEY A%TJSIJJ,; s (2 &gﬁ;b" r,s«.;pyelonephritis >3 QJ,.:@ &._..:r..uu
gSJL...o > olol % $3 275 (Vesico ureteral reflux ) Jlos! s395 sﬁ_ggjﬁb
pyelonephritis 5 s, o> 4 parenchyma Sty %gjﬂ J by s
ok
Vesico ureteral reflux S si %Yo & UTI 5 Jlabl 5 :Vesico ureteral reflux
Sl %,Luo ;7;S|VUiR’ éngo|,bpyelonephritis ;Jj;oj&.ya.;VUR&;j 3 4 40
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ks sy 0 e CYStitis 3 Sl a5 joe alS W sde Lol (o895 3 5l saeo 8 5 > 5‘_‘;
s M1y 3 s VUR 6538 U5
Sogig s ool S A cany s jlsls S g %0 4 bl s I VUR »

(S FUgyean .DL;}M 05 b g Fla e s o] S5 35045 parenchyma
SS C‘gbtf%“" a3 4 S 093 > (SCarring)

> 9> o0 Vesico ureteral reflux 5| Anomaly, obstruction 955«'2’ S Sz S
&SJ?SQ;‘;L.J‘ (§ 3o QS»JJGJ&“Q @,b&;ﬁ: (s 85% UTI 5> 2y
Sl glinl Lie bl J%;’:L.f.p > %55 Cystitis 4, - Acute Renal Cystitis: 1
> s hac detrusor s Joadl WSe lgdle 6539250 Hemorrhage o 55 5l petechia
o g 050y e s 58 Y a8 s cd b by s e s 5l clas b3
wus) SVURsl 55 4 ol 5 5 uretero vesicle junction » i1 > SorS S0
Cystitis Cystica » ,lu> .bgbtf.n ;,u ;,Lalw).o%;,ﬂb u...oeuﬂ 4.159.3 ol
sk sk Solie sl SoSonl KB o s M sy
Lo s 2 psS Transientreflux s b 5l VUR sa53 ol s oS S S S
0 )ls (Nosd 955 PL g &5 85050 s Jeha e dSJoledls Sl
S5 13 ¢ i lhulas ascending recurrent pyelonephritis 4 43, ax3 955,35 VUR »
:%;yNL; s> 4655 sladls . PLantigen a%§§|ﬁoM| > E coli =
(Fly 45 e IS S clile sl gl s o s 5l s 2ilsss
oo loas ol gsw 3% 50 s 85 s gy (S i 5551 4 ol s
Sd3ls &5 mbo S35 p )L Gz 4503 0,5 4y palidegs rD 23 g5 27
Distal grs.(chronic cystitis 4 3|g.;§51.13|) S LSS WJ' (Scares) TR
S5 39794 5wl asurinary Tract obstruction
Sosio > &g ol S puy wl 5l CJls WS :Acute pyelonephritis: 2
sl Pelvis s & JsS asl Oledl & s )l55 Medullayl Cortex 2> 45 parenchyma
PMN 3 S gt DU i 4y 51 it (5355 abal 2 Sl 51 LSl s Medulla
Sol>aS ¢ g S gb b sh bﬂjﬂﬁjﬁﬁg’;ﬁﬁ sha bl (g sa5m e L)
& Colay oo wolanddS Lo o b wy (o adeys ol hatess 5l anss 00y
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S LAl py Sog axd Acute pyelonephritis.g;;,s‘ Eel 9k 9> 3 Abscess > >
chronic ;%55 b 4 sl Renal scars 3 (S w55 5) s xS s dlasl
Mi;&jjb 3 55 Coosy s 560l as o Lo 3 5 J4Y pyelonephritis
g.5..\23 %;‘,ﬁbj.\.i.\.ﬁb VEPCINY “ol o be&'é)j%;jﬁ J%;y@g;g:ajﬁu
o) (Soms DS S sl s b sl e S asbas ke SIS 5L 5 (558 05k g ke
(poor acceeslw i3y g5 bl (OBl cad S plogile s 55 &
635&-%‘5\“ 4 Septicemia » = Iy sgd S35 25250 > Lethargic 5| weight gain)
w}.&,e « Micturition s4J c..zlj ,ﬁ.'p%;(OIder infant)jfojﬁ;; j.\.:.aj,:.é’b.,.u;a.;
(s> > Distal ;3,2%,13 > gSoIder children 4y g5 5w v convulsion s alS'als 5|
Micturition, .hypo gastric pain, dysuria 45J S9 D% ee a> o) M okl
a olexsS 1,5L.(foulsmelling) Y IRVTIRY %5.3g&6I,\.§Jljalcurgencyjlfrequency
L“g?..;.f l. Hematuria Lz.g‘_‘;cﬁlb a9 A LS,‘S «>| hemorrhagic cystitis
S5 Jd o2 S P s sy WMo sl ol el o500

55 45 fewl, voiding discomfort &> 255 ol S il

Irritation of external genitalis =
adl gy > cJl> Toxic of avgs s L flank 5 «s3 ) a5 S pyelonephritis «
AT REE L 03 (> ) - p ]

3o b5 s asdle s Seas a dsS Joals e oJ.sL;‘_‘,SUTIA.;Gross Hematuria
3l a4y Distal urinary tract > 5> sl s Jle s ke b ol G « SO0 Lo s a3 o

ehglaS G Ses 4> 5w 5 pyelonephritis 5| cystitis ;&;Jj-\e ER

cystitis pyelonephritis (,%BL; RIS

)Jb JJA.&A A.lew‘”‘ bﬂ_}-&.’-ﬁ

J e 2w | Urgency, frequency. Dysuria
JM Jj' 29 3...“3.3
cost vertebral angle tenderness
Jere 8 A ESR
Usually WBC normal | WBC frequently | leukocytosis
>20000/cumm
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Diagnosis
Ololae (S35 5l azdo,U i §5,0 IR éag%ﬁ—ébﬁw%j\i}éﬂ@dbz\
S5 12
Complete urine examination :Y
%:5 0-4% 3'9“2 Feed s Joy Jole a0 L1 ¥ ol s aglas oolu Sl sl o]
5 2 bsl & Jies o Sen L s S dsmas S b iy oS o Sl
(False negative, false  5l, able a5 555 500 5)ls0 & S5 A s S
al L;L..'JLJ Pl :d{‘J@J}; S 82 a3 by 5 4l 43l 3 4 e positive)
ung%g%;,;u,@uwg Lo sl o andine 5l Lo abawsl 5 4 53] g0 &gm_ﬂgbl >
S | S a35 e 3 0L > 1o > (Toilet trained) éﬁéﬁ&pjojbu

mqégxb&&gu‘,;@;b&wwamw%;,;ugu@“!&;,g%
s oJL;I%;:Sj,gJSUIéﬂSJ,L@%;@L;%,LL‘J a(collection bag) 4&15%;{;3,5
=S B g5 25 o IS Jas] IS asS Catheter 5 (g8 sl 1ol
Cordse S Soslowe ay Jdol o Lsl asp Som 4y ool JulSn o 15l by
($35 09 Aot ale Joa i 4 (o)

supra pubic ;%;Li»%;,;&.ijjtg.n 3y 5 ay %,:;wé;.lézz or 25gaje » 4o, | des
g bliml o5 agony aki b 15 608 Sl Jooss sl 5 )l a4 2w S
u‘"“ﬁ Leon A é:ge\.];bd.’.‘.i.; J@JLB- S cd..qd.bj a9 Lasl ijjb 2% 85,8
- &> S92 (Refrigerated ), J—Ls QS = 4ol s Jmts|

PESER Y L;Jbﬂ oy a3 52 50 g0 3 lw S 5 > S pyuria%ﬁSUrine analysis 4
‘;&J)j-.é 4 Bacteriuria » 5| ub)‘_‘;hlgh power field » 4 LU ass 5l o>
WM,SJ) pyuria %;(Urme analysis 4 .y b ,ubw@,ﬂilo %;Jljﬂcc,.s,a
o a3 pyuria sl i, slol 5l ass olol o &5, pyuria 5 555 < UTIA.;%;JMH.;
e a sl g/ c;y,.g.c%;cystitis;bgMicroscopic Hematuria . & 14" 55250
sl sl Jsaculiay Proteus.ss g5, 8 58 axsl s 58 siin 5 Sy s 55 gecast ;,_‘;
) Sws e Neutrophelia s leukocytosis %;;,Lal sy S e 3080, et g5 5
(S35 42 5 Createnin ;Jjgéjﬁg%;,;LéﬁJLsLM UTI 30% 4 5|
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%:S $> 45l g&dl.x?fa.lmlj 4 2S5 sl s pansls ol - Urine culture - o
s 8l shan 55 o) ol ol s ooy 58T 5 S0l 5 Jule o0

" Sl las g |31 51 5350 501, 7

31D s oS i 5l sy s S i SO Jad sl g - ololas w11 A
Ll 65 @5 oS Jlugl Sl s ulas gy 33 G300 Ll 2l 5,0 o
/ SHINS a3l S

S S 4S5l il 53 % N Jp s L BKUB 5l 31 Spsl,esle gbsSs i
Srashre op 3l S s s B g A =

> b giulan >4 IVP, IVU , Voiding cystourethrography(VCUG )it S 950 - z
e Pyedas g S

Acute Renal scanning.»

385 el ol HS s s pasiS s pyelonephritis o5, piiy 5 > 03 ablae
. TR cysEourethrography Sxdsio)ld iy Vesico ureteral reflex

& pyelon(;phritis S s Iy Q’L;.“’Lsu 139 pats + J g gl 9l CRCRYCIeTE ¢
o PN 45 4S5 5055 sl adds 4 Ceatinin 5l BUN o2 glas

Other laboratory evidence of pyelonephritis.

e Increased in bacterial anti-body in blood

e Transitory decrease in the renal concentration.

¢ Presence of antibody coated bacteria in urine.

e Positive blood culture.

e Increased in lactic dehydrogenate enzyme in urine.

e Increased in C reactive proteins in blood.

e Intra venous pyelography, I. V. P ;wm PRI AN Y

.g.:gg|.x.;5;|,>.|al§al§@&;; & ,le a5 Isotope nephrogram

3y Pl s & b @,;&j,mzrmumﬂ UTI »

J3d> a5 (recurrences) » go>o,bss s £a)b 35,00

F il 2 N dsl gl s £l 5 s Jsy sases 4y 0 aladlone s g 5udS T
a5 ety 3 sl olele S pdlegl s Cussmpe 5 SUNST s (b SIS s jas
$5 GRSz type 5 a5olS sl
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& i sl LU ’tj,b Js3 soses 4 :(General Measures) & ol o0 5o
245 plagdle g5 ¢ o ax ply Stasis g5 55 5 g S ads 505 wlie dos @b 5l G 5ls
Pyridine 10 mg/kg/day L s/ 30-60 mg/kg potassium citrate s ,LJ 5.5 s> 5 dysuria
S5 55
bj‘!g)j @M' aj tj)b%ﬁ b&é)déﬂg@lﬁjb% Q}QL‘C}JL’JUTI 2
B 95 A ay 255L 55l ‘%;aujgﬁjﬁ b >l el -\:5 CopS Ay S92
.wfﬂwxﬁﬂ 10-14 > Antibiotic
S (Newborn) 555 4
100mg/kg/day &5 2les,b o g9 S 52 0 Sepsis 3 1281 UTI S FHo

w%,hu S 31 59393 5 rmS 053 4 %;,;u,_zu oS dgazs as g s > Ampicillin
5mg/kg/day s w9 ol .&g‘{.;SJJSJJ Lz;J;;Lg $9)8) k“;J....S%;).s o & plogile e Ol
S s 5l S U 0s $5393 g S 50 a5 ploslile es b (g 5 Gentamycin
5 4 cefotaxime L Ceftriaxone > 3G S Js el (gas 02 sl Olale
a> Joys oopsd el g ;ojjrljs’,l.;ﬁglOOmg ol Jwoa %ﬂl J 50-75mg/kg s
SorS AeD S $3395 S 33345 &5 § o)L
Older infants and children

83 3% g0 8Ll Pyelonephritis (s 48 ) o)l (g5 a5 (o0 2aladl 25,00
¥ 9 J 3 Parenteral bactericidal ¢ ] 5 (g5 2550 425252 %,".»L; flank s/ fever)
L Cefotexim 100 mg/kg/24 hours/single or 12 hourly »,LJ sk $3° .&g‘,;
b 595 5,5 o Gentamycin & Ampicillin 200mg/kg/24hours/3 Divided doses
S a2

alovas Jlorial Joyn 3oy o QJ‘,: S b an Clb eSS gL 2 als
adb o b psS ghay3 s Shop N W Js a2 s was S
Amoxil | Co- trimexazol s ¥ 4.1%;35 ;%;J,S S SuS o ol
d-’%;;ﬂ V-V ‘_;ﬁl-éubgs-wwwsgﬂwﬁ 3 dfs‘\-c-"y"
QJ-‘-‘;)) .\.:LJL;LH...>| b&))djdgybgf-ﬁﬂﬂg:@kg;ﬁL{L 3‘
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Pt 9hS e arDy hges F2sS 3 2 Sl oS e 0s Jesa (B3l s S
sl Phass Lo ey g &S A desrgold s Jss sl o Jusa 85 Lo
4S5 S a sl OISO LU S ol Ololas dsi sl 0 Sas iy 258 (o
treatment » g8 ol &3, cndeylol abaesS L ol slast 3 51l waul I &)
) ” &gﬁ.{%;abs;fw a>4) 4 failure

S &S S JsSs TERUSTRr-STRASAR o 5 Al 43;\-93—3&'
PuaV-2 Wb Jeys 5 A Jads S elementary school children a (ol <! cystitis
S Ol LWL S %;g;,p%bw cystitis 3 a5 5l o okl (g5
s Sos plad o st Y S
o dass S o s ayo 953532 6 nS UsSs 45 HLELLUTIE S 2 Juj2ase

82

Drugs Dose (mg/kg/day) Doses/day

Co- trimexazole | 6- 8 mg of trimethoprim 2

Amoxycillin 30- 50 mg 2-3

Cefaclor 20- 40 mg 3

Nalidixic acid 50 mg 2-3

Ceftriaxone 75 mg 1

Cifixim 8mg 1-2

Cephalexin 25-100mg divided into 4

Ciprofloxacin 10- 15 mg 2
:°JL'.;J(’J".‘.;’L§J3|3J§%L'°"JLE-‘ >

Drugs Dose (mg/kg/day) Doses/day

Ampicillin 100 mg 3

Gentamicin 5-7,5mg 1-2

Amikacin 15 mg 1-2

Cefotaxime 100 mg 2- 3

Ceftriaxone | 75 mg 1

chronic renal I Hypertension. Sever vesico ureteral reflux :csWdsl UTI »

.é;failure
55248, Ja s Sever vesico ureteral reflux 4 ol s, b UTI S ol 25
amoxicillin(“ZOmg/kg), 4_§JJ3;éﬁL334,343,;Lé,Jb UTI ﬁJJ&LJI,gLA,ﬂ
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« 1mg/kg Nitrofurantoin |, Nalidixicacid (12,5mg/kg) ,Co- trimexazole(2mg/kg)

S5 sS s I St
o do anl UThag Lo g S 5 50,5 ’tj,b%ﬁ; s> 5 :Follow- up ¢les,LUTI »
el 2l b 2dS Urine :A.UJWWLMV Ve
Acute Glomerulonephrltls (AGN)
Penbay 2 sl 2l BdspeslS s Spiiy 5 B 5 e sl 0

Oliguria, edema (oS a3 ol S50 5 S poela Y¥ ay) b5y (i yrlep s S
S5 & Hypertension !
c$rS S %,”L&S ade 30,53 > 5| hypertensive encephalopathy, anuria 35 J
Immune > 25,L 5050 op9% (oo B0 5Bl 5 Shptig 2 sl S SAGN
Sl ¢+ o5 & cOmplex disease

dini g oLl S S a5 pden g sl el sl s S slesdle sy
2 4 Acute post streptococcal Glomerulonephritis >als (S o o %gu.;l,au -
T

Ml a5 o er S D> g 5 ax5) 4L Glomerulonephritis » % »lss 4L
Henoch schonlein purpura. .i
Crescentic (Rapidly progressive) Glomerulonephritis i
Hemolytic uremic syndrome.  .iii
Sever intra vascular hemolysis.  .iv
Infectious (Hepatitis B, Bacterial endocarditis, infection).” Y
Mesangio capillary glomerulonephritis.  .vi
IgA nephropathy.  .vii

Familial nephropathies. .viii
Poly arthritis nodusa, good posture syndrome, wegner’s granulomatosis.  .iX

ACUTE POST STREPTOCOCCAL GLOMERULONEPHRITIS
“"J‘L‘j &JJL:’ °

% Meantime: the thin membrane supporting the capillary loops in renal glomeruli (mesangial)
Complement: Complement Cs:
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o olol gils s b 5l Pharyngitis a5J codias & Lol s S kS gk > LT,
dyars o Syl i s SBUE s 20l S fe  IMpetigo e woias
0y L)l
wSsazS jae ST 5 5l gt 003 (S Plesdle oo s GBS 3 0l A s
T S a4 Ol & s w ao,boo b :é:%gjabw s
Goo P (7 83 4> Qs SAOY) S S 51 i Beta Hemolytic sale ol 25,00
pharyngitis > aSJ ) sy (5 58 0,8 sy (o 5 18l Sl ibitiea oL
O3l @ olg s 558 peads 51 55 J43 (£ 551 3 s s 49 pYodermia 5 5l 12-4
(305 Jo e ;p%;pyodermia 4 75 5 55-253|%; pharyngitis 4;3-145J ¢ J
&;34-,5‘0&4 sl sases ol Lol gopes AR S “ﬁgﬂb

Nephritogenic .s%;g&gjfa_wcﬁélgajbﬂjls‘ Sogig o mdaygplag sl (g dss
TEVRNE Jb%fh‘u}@ 052 s£ 5, Immune complex > o£5,L 15 5l (5L o554y type
o gl olel s by sl g s> Antibody%; Slie 4 Ag olol S8 5 i > Jas
> JS 903 (5% S22k p s 4 Immune complex > S NS 58 o
St > (S5 6,;)@&&%;& gl azs |5y > VPRI STCRTIEPEE NPT
S e sl oS ol anld g el

(Antisreptolysin O, anti streto konase, acid d,.JLu complement system )
2o 3 835 slol gl b sl pate s 5550503l s 345 5Ly S 5w hemotine-
2 700 9 #2b2g)  acs gn es e Ao e als 5o 2S5 0,80 5
95 PR & 3! :dwxw pyodermia > sl s ss 4 %;.a, > s pharyngitis
S S0 g d g, Streptococcus a8 o pw Joa 3L pyaoblol ,0 fed s S
83 S JNim o (E0,L 3 w2 sl S p S S ol s ECHO Jss

3 5l g a3 Sl Jloy 2 3w gl s e S bl 4 550 S 58 S 5 :Pathology
> ada d,.»,.l.u <> (capillary loop) %;a.l: sl a2l ac%;»b 2 4 Ischemic
R S kS sl 3 g9 035350 LS 552> PMIN 3 5l sl g3 > Mesangial
Complement 5l JuS s 3 J52l S19G 3 slucel 4y Jlus 5 syl a2l samyday
S 29758
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Glomerulonephritis : | y3!
Sub & clis oaels eyl o pad s am )l %;.ibu 3 S Sole gl
sl Interstitial 5| Jsosd S Jod Sl ISPV &gd,b epithelial
[P EWNY c%ss-ajjf.nd,m Complement Cz 5 5w s s 5> 4355 3¢ S>3 r.f‘ﬂ,w
$ib— ol oy (S Bl s AQ S35 s 3 S 5555 sl ay (2550
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BYY 95 SESRCRETR ¢ ,L 3 Anti-streptokinase s/{Anti streptolysin O (ASL)}

-

White
drainage
patch

Swollen and Tonsil
sore throat

(impetigo ) : JS& ( tonsillitis ) : S

ar sl €-) oLols beta streptococcus s 5 |,,§ > Ll (g D :cjlé.;..o M
S i Sl g S (0,65 ok

$had aysl gl 35l S S S g AT 0 20,0 s ) ses

R WS ass S s g s 500 SLS g en S e ay ISV

‘?;L,}"ju o oS w5 a3 kg{%b i 3|’cn > g )9 Jlég.rfl.\ﬁ@ &S5 L;:LB-L:

S colacolored d{%lé L“g)‘L.:.r..o%.ﬁ..Z Ej)bb&g‘{.;éﬁé;ﬁb Lol pio s ol Cg
S SNd ag aSd WDhe sl ool ol b3 u.{:m > e oy 3 ol
ds’ S o g“5?..:5 ¢ 2 $3,5 sl Sl = 5 Bl Al casgs ;3Me 3 caigs ) %5,,\.?3’

’ 89 25750 035 Lolog 453 sedle w53 alS 5l e 5y o STL Sl U
sl (puffiness eye) Glblay 55 s Loyl (S90S ‘33.«” 4-1.«9'&;&'4) BTN
oliguria > &3 § 5, 2z g5 8 03 & S Dpo s ay Ll gy 235250 S i

s 0 S 0s Dlale OL3 0 0 pms

Micro ;o cJb> $o545 (5% $3 (Smoky brown) $olpas S5y 1580 s DL
s kS Jacide hematinel, s/ hematuria

(5% g Sl o2 o Anuria g > Oliguriay JlseS 51550 s §5,L 3450, e
bgd S3 é;u & o4 e Lagdlo s gy 4y Sl (600
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sd IV ol & £0,b 5 > e> 435 Hypertension s 4o (&2 b 9,0 s
Clrob; 5 gl db sy 2SN (S 2L LT0-80% & S 5
S g %;w X é) Sl S0 51,31 5 Rennin s 5l Vasospasm , chypervolemia,
Coma 5 %SJ@IJ;;J,.’..;’: > cpmsd > 5 cconvulsion S sedhe los s jLAS ) Jats
AG. > 2 oo sy sy (et SIS Y sedle Gaod LB 50 g0
v céﬁag 5w Hypertensive encephalopathy » %éb & @»éukﬁ a N
Sl s olid gless 2 $ e 0 s Drowsiness sl 1ol ¢ (53,3 (gt
6;5 ;4 Hypoxia %,aua 3 rajl

BYUE @d:w@l&ffua&aLﬁﬂ&@% 353 adkeds £4,Ls

(s -’@é&swb N N I RN s b5 I hyper volumiae ol ,Lis
SS9 Mxﬂ%&'ﬁuﬁﬁcﬁ'ujw > J.S «J hyper volumia .s%;uébsgxabé.;
S Pl ag sl S8 S S s AN ol bl b SLLsl s s
> % $9 By n3 wpsl Sl et s S S s 35254 Oliguria
8IS g g8l S a0 4y Sy
Flolae ol 51N slabulya spede 5l sol ol SidS s Diagnosis &5, 5 : @S
4 @956935 ARD Ay (Gopiad )3 D r.f,i,; &5 Renal biopsy &g‘?.?sé.hwbd.;
$s oLy ccolacolored ) slx 53 o Sy a3l 545 3 5l g pe s &S5 B
(s LPJ., %g”;%;v? alS 4 Code> 40 s Acute nephritis > LU
O lo s g4l 51 Y
Microscopic Hematuria %;(,M 30-50% 4y sle sl s %;ML’.A ag Llsl s -l
‘5\-:-;93“),&:&)')3' >§§ f'ﬁb ™ Sox sl 7Y el a2 415415@@5& 23 9% 50
WBC %;Jbﬂ w5 JaJGranular casts o 5/ Casts 55,8 5w 5wl & %,gLu
ot a0 (UT) > L ol (58 e Oledl 4 25d5 0 5lS 5 2 (55 25250 o
a5 Mﬁ'ﬁx 2) S B30 B Lo ncute ¥ 5 QML’J SR FPULRW
PP AR ES
Normocytic s bl 4 Hemodilution s .ss ,5 J5 ESR %;A.UJ 4.;-%554.93 a: ¥
83 JU, s o,l55 DLC HITLC ¢ S5 82550 ANEMia
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complement (C3) level :¥

a 509l 70 5 5l (g5 239250 Js3 ¢35 & hypo complementemia S pive %%+ 4
SN 5 g5 a s g3l 3 48 axdl ST, 6 Sl Sl 4 S 0350
S8 &l > membrano proliferative GN 3 o Lo & é}’ujlﬂs I Jley s S5
S S| Biopsy azs 5555y > o ojuw:%;-&,&

(hypo g r-r'f‘L-’x RETR s bl Oliguria ojl,uba s> - Serum electrolytes :¥
(83 035750 Loy U 5o la @ sl (g5 0,5) kalemia)

3 JL <SG 5l Evidence of streptococcal Infection : o

> Sl g5 & Antibiotic J3e awsl > %;jsl.éj)b axs 4 - throat swab 2l
Hemolytic streptococcus > 4 zdS 53150 sitie gl 3 oo 5l  2lS" Swab 3 g
J b streptococci ;‘_‘,Snaso pharynx  Ju3 4 olis S %Y @.4_{\, (e ool
post streptococcal GN 3 JuS s oS> @b; > ol oL by g o dBl
55w ol oyl el s

4y Pharyngitis > z5U ASO sk aJ plolee Kaiso > -Raised ASO titer :
o S bl a4y Sy s bl (g5 g 453 200unitml) g5 ) (S gty %A
&3

DNA ase- sl Anti hyalurindase » a3 ASO 3 s e 45 ,ldes - Streptozym test d
S 533 s 3S a8 ay Titer g g0 50 4 S 0350y an YT 3 gy o5l oa 4y B Titer
95)5% ool Jb, e %;,.hu 8- 7 4y a5 Complement s 5 yous

wdeds 33 o 5 < 53 by &> L a> o 4, 5 Urea | createnin > 23 > - Renal function test.?
3 035758 S ax> £ 43 Albumin ;’3,.‘,.’.» & hypoprotienemia

54> 94 Prominent vascular Marking ‘_‘; aulas ay (SIS s0nl 5 g - g5 sal:Y
s« Pul-infection » ,\ipjé; <> (Pulmonary edema ) hyper volemia 4 &% 2
Glomerulonephritis o S 5 axe ey (SY g Jolbiuls o & 04 renal biopsy :A
o 0 PR &.QJJ;LJ persistent hypo complementemia .Acute renal failure »
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SRS S

P ke 5l ol el o zass gsddedle S 25,0 g4 Urinary infection i
257 90 o2 Hematuria JS"lS” | Proteinuria _saw s c,z‘lf%;xg;b_ﬂj.:.ojbal 383 3970
.éﬁ

3 %SJS‘LLo cJ> ag s s Hematuria » %5.36.:;@.\,‘5 :-Thrombocytopenic status i
(s 55 ol paiS i ,i5 Low platelet counts sIPurpura >

Hemolytic uremic syndrome iii

Henoch schonlein purpura  .iv

IgA nephropathy v

SLE i

Infective endocarditis  .vii
Membranous proliferative glomerulonephritis  .viii

S Mo b sl iy asl 5Y oLl o S ) ke 4 :ads 53 sl Management
> b Sp ol asbidl s 555 b sl (g 4oy Penicillin &5 5le 5L 55 g5 352 50
Gom olsm 5 a5 asl s JsS,s Anti-biotic s ob glAS anoy &5 plad ST
> 2 Jol ay Seism g0l o2 )8 plel Eabs S g Sy Bles b
Normal LU sl Mild oliguria & ole )b ars s Jad (P w.g) o b el
5053 o s S %;?1@5 5! @'ﬁﬁéw—q 4 &L o g5 blood pressure
sl pdo e gl o a2 gaape (S bl 4y JS S 500
05,8 4 43 blood pressure

:Bed rest

> %;;b.i Mild hypertension s/ .S e 55 col ul s ;oJL?J%;:.&.m&;x da5 olegiile
s sl oS ey 4y ol il s s

:Diet.\

iy Ured > oy 3 om 5 5o ¢S (S a4 LbedUs ol wdsm s
insensible 10ss s 5/ 35450 5,855 lale 3 B35y |, & b Jlo,s ol su S aSa

& ot Jj.; M'J'JTA% wﬂ 3' )94 (S9 90 JL.’{ & 63,:',: .\,{L.s r.?pé.'{.CL..q*\c Urine Jj'
Flube s gsSlay Moy o5 S dlS 55wl o3l b w0 el (S ladlesil
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over hydration « & o3l Jaa e 4 output o] 5 sl (53 SFTRURCIR VLW
S35 4y 5LV F slhypertension &% o3 St bs &S5

Ol i 45 ¢ ey SEy &y SE0mdnd o ol Wy ple s L Weigh Y
(intaké) bl gl a1, s o 55 s (Accumulation ) pes & Slagle s o oo
ple Ois dad oo 4 o sdle 5 g5 029550 Severoliguria sles)b 4 45‘,»3@#“5
.8 kS 4 ¢ sendogenous catabolism ;cﬁl.c%;;;ﬂ&g;

b Jo3 3L 34 9.3-‘&: Cais Oys o 1581 &5 Jws o,,4e - Diuretics LY
sl S5 & el Jlo s 534S s 4 renal function s 5l g,,S14, Massive edema
.A.u; 33593 )80 & s 035550 L3l pulmonary sl Left- ventricular failure o Lo oS
- (2-4mg / kg) é,S JsS s Furosemide %;J\J aJ

SOAd 4 kol Llae CE 4 sy LS (5 > oley,b s - Hypertension .¥
6;-5 ¢ 9 é3|J3 s Nypertension sl £,,U

S 95S 0 pes il oSty Slaslo sl 52 4y Sl jLAS (&S D33 ayMild Ll
SorS Shy dy Shy kS ole BP s

e 95\;3.\.9 e mﬂ.lfjl Je 3 Anti-hypertensive %;;ﬂ 4.1%5135 > :Moderate :o
S 4co,s5 Diuretic 5! Nifedepine 45

PIERE c&g‘{.g.f a0y Nefedepine ,f Inj-Hydrulazine QS Sogo g4 o Sever
sy a2 045 hypertension o)L gile s

>3 35l s penicillin < g5 55> 40 Pyodermia sl Pharyngitis . 415 :Anti-biotic .®
A @ Al e a5 sl renal disease 4 Anti-biotic PSS Aoy ol

¢ as s e sl JoiS AL Hypertension :Cardio vascular failure .7

Diuresis 4S | é,S Y 58 ~Lol 5 Heart failure &= @»5 JsS 59 Furosemide
oS SIS iy s (5,52 200- 400CC 4,3 4y VENESECHION 3 5 (6 S0 sg e 5l & & |y
.s%;(limb),:gé,bxﬁ ENEVER I RS ST TR o, éas&)lm
g.;’asl.l:b a d 4y Venesection 31,50 ee 0w o5 4 (Rotating tourniquet)
($3 S92 by 5155 55 s Dobutamin sl Dopamine s SUPPOIt  cukss 5
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38 U559 aslsl a_:%,;l.@; s B g <J 1> 52 & Prolonged oliguria ..V
Lose spUrea oy s o pmpleial oo 505 ¢ o2 ojl0l aol ooy 2SI sl Urea (5
$33 0 &l ks Lol g5) o g Alag Anuria saysl a8 ol g0 03 g‘,Sj...cm 595

Sy 92 45 Dialysis slalaial s o3 505 0540050 gmdee > ks
LYW g 050 a8 5l sk s dny iy & 8,555 el o :Hyperkalemia A
05559 oo el gmil 595 S 5 355548 %)+ 5l Cation exchange resins Lo o o4 3,

:Complications
Hypertensive Left ventricle Acute renal failure  Pulmonary
encephalopathy failure congestion

Note: Dopamine (Inotropic) - Neonate 1V Infusion 1-20 pg/kg/minute
Children 1V Infusion 1-20 pg/kg/minute
Maximum dose 50ug/kg/minute

Effects are dose dependent

Low dose 1-5ug in infusion

1) Increased renal blood flow
2) Increased urine out put
3) Minimal effect on heart rate & cardiac out put

Intermediate dose 5-15ug/kg/minute

4) Increased renal blood flow

5) Increased Heart rate & cardiac contractility
6) Increased cardiac output & BP

7) Decreased renal perfusion

% 8-) s o %,{.& 32 53 ad I3l o a3 o0 see 4 :OUtCOME& prognosis
oley,b %o J|é§wb Chronic glomerulonephritis ‘_‘;jsl.c”b %0-) g ole )l
GorS Sbld JoSe £, 15l Jle 3 S child hood 4y (508wt s s J53 i iy
,mjjaa,gProteinuriajlHematuria%;(m s ST ay g b ABws p3 50l 4S5y
# 5 o~ lS Proteinuria aids 5l Hematuria S 5w 3 S c&g?.;ggu.:%;
JLAJ,;%;,.&A $03 354 Hypertension g ) & gxe 45 3 5 S5 Cuslin g5 sitn
Non B- 3 2 AG Naks ¢ gy 53  Fbb %;SLU Ang.;J.sL)J.A.;A.Uk;;,S’IJ TR S
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hodg oy (Sool go LAl py e are g0 bLs 4 hemolytic streptococcus

=@ sl S &l Renal failure L& 5,b Y gons 5 (550555 54 Glomerulo abnormality

” " 6,5 ax;,5 & Renal biopsy » %;uua.ow
(Nephritic syndrome)a s ; & K g

iy Chaaie g s i S b Ly 20

Massive or heavy proteinuria (mainly alouminuria).)

éﬁb”j,w s o5 Hyper lipidemia adl g3 45 Edema /.7 Hypo albuminuria.Y

hematuria, Azotemia , hypo gamma Globulinemia, Hypertension %554.;415 S5l s

Jssdls & ‘_;ﬂﬁ"\g poiile &) 503 (59 (S297 s o BRI V- PRSI SUCRVEY)

4mg/ m2/hour or 40mg/ m2/ 24 > S jlyslay oL g5 03590 8300l asS gl 5 0w

’ ’ ‘&531‘5 a>> hours

40mg/ m2/hour » QS BTNV W T QS PRt S A @I; J&
> hallmark ;L] » 5,4 SSa i 3 g9 45 a3 1g/kglday or 19/ m2/ 24 hours L
095 a4yl 5 0 o3 SESECRP AL 4> Massive proteinuria(>3g/1.73 m2/day)
proteinuria s, Jog olde 4 a3 Sl 3 by Lol el s &;‘91-‘;-0-“%5)5
(S 0990 433 Calg, B 2000 ) S 50 ay bl s S alS' 5l 5lo 03 5504 s
s (<0.59 /m2/day, proteinuria aSew - S5 Jd proteinuria o Jo3 g, 38 4
mild | pyelonephritis ,renal cystic diseases ,obstructive uropathies

.é,;‘j.g(.ﬁ 955 glomerulonephritis
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Acute post streptococcal glomerulonephritis ,mild henoch schonlein 4

hemolytic uremic sl purpura, sever pyelonephritis, chronic glomerulonephritis

S g a gl S 035754 (0.5-1gm/ m2 /day) proteinuria a.la.wj.u%; syndrome
3y e3gxpe (>1gm/ m2/day ) sever proteinuria o, Js3 LT ‘; PR
SIRVIROP] > s 008 435 i) pwnd (B alS 005 wilul sy £ ges > 5
S e o s wsll Jy S s (s 3 ol (SakE ) s B LI ST 00
SUTRCITRE L N JTE
P 093 Ay oy STp ke 5 iy 3 el 4y sileopas > o g) s
L83 (G }.3..“:3
oles,b QSJS\..: ($3 4 s£5,b > Minimal change nephritic syndrome iMCNS) )
a5l 2,030 5l el S ol Steroid 59 pens
Y pors ;,Lé),b%;b&.:%gu.;u.é”b > Nephrotic syndrome with significant lesion :Y
s> 451> chronic renal failure ;L,ébbﬂ‘,ju.p%;bpma.ﬁteroid >

A jg;.\ﬂ 6)0L§ﬁ|,9"g554-’ ‘,‘,.Lsu Mjujbjgcjjbbbjlﬁ\)ww&j)b d
A3 Jﬁ)g&

A: Primary Nephritic syndrome without glomerulonephritis
1: Minimal (lesion) change N-S
2: Focal segmental glomerulonephritis.
3: Congenital nephrotic syndrome.
Primary Nephritic syndrome with glomerulonephritis:
1: Mesangial proliferative glomerulonephritis
2: Membrane proliferative glomerulonephritis
3: Membranous glomerulonephritis

B : Secondary Nephrotic syndrome:

1: other Renal Diseases 5: Neoplastic

Hemolytic uremic syndrome Lymphoma, leukemia, Wilms tumors
IgA nephropathy 6: Medication

Idiopathic PRGN Penicillin, Captopril, Gold salt,
Diffuse mesengial sclerosis Mercurial

2: Infection: Bacterial (post 7: Systemic Diseases

streptococcal infective endocarditis , Henoch schonlien purpura

Viral (hepatitis B, CMV, EBV, HIV), Systemic lupus erythematosis.
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Protozoa (Malaria, toxoplasmosis) Diabetes mellitus, Amyloidosis
3: Allergic reactions: Insect sting,
Serum sickness

4: Familial disorders: Alport syndrome, | 8: Circulatory disorders: CCF,
Finnish nephrosis Constrictive Pericarditis, Renal vein
thrombosis

9: Miscellaneous.

Primary or Idiopathic Nephritic syndrome

Js, 65\4 Cudyl sr p-LM%;i S Al Jﬁ%g"}“—‘:}i (JJ-'\-'M‘S‘-:-’"JJ&-:-" > bl
by S, ol T lymphocyte 5%,3”6&”@&,@@% |>%;3&g?.?5 Jos %;.J.sj& S/
e S w"g;u‘“’ by ! b -’g,SJJJJJL;{{. 3,553 3 Jeediay
PPN ES P FE J PRI § SPP VNS SARTY = PU VTRV JPE
45 e udind g Viral infection ) oLl

ag oo ol s 3 st (s SoS @1 43%%5393&@*}&:15\' PP LY s
(S plosile S 5 sy Feedd Gz 32 351 (V0 (63 T340 5520 S S 5540 b
gt i) g ey U mols a3l G ot 6 S0 ol (2 (8l 7T

1: Minimal change Diseases 75%
2: Focal segmental glomerulonephritis. 10%
1: Mesangial proliferative glomerulonephritis 1%
2: Membrano proliferative glomerulonephritis 5%
3: Membranous nephropathy <5%

ThymUs > (Sas (S'(53 & (2§ bis 55 (6340 psbas ana sy 25,0 s a0 LY
permeability Vascular » & ‘,,Séjlj b s gg@bjwﬁb s> derived (T-cell)
&S sl

Pathogenesis

(% ..\.:al,.;‘bgwla 03 4 daghrn syl 5V 2L G’c”b%ga;—%;?j)u;:;ﬁl
Immune dysfunction SR aJ s T-lymphocyte pathway » %;U.é”b a
Glomerular basement > sl5s (5,505 & Sl Al 355k des (s> L55 A Ay
EER PP PR UM PRSP ;?5 hrel by >S5 I 54y m > membrane
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oS AxD> & gl ‘_‘;\’JL—J GLRT N PR STR W PN S
o) S Sl sl (S e ay sudsn 2 Lo ps wdst 55ls e ISl
95\33,3 Josdbe oud (5% 03 (5% 0,8 abawly 40 K30 Immune diffusion
Aol a abasly 4 2y e lS s W5 5y %;493) IS dle ) s s
JssJbe 50 Lo L) w50 Glomerular basement membrane %;,ga.{j&;?;
Proteinuria ool o bl guar g Sl bl oa globulina&)a,.ggjxgisj)
Jazs B s a3 JsSJle 550 3 655 SS S padndd sy £33 L
S5 s cwlsya 2,00
5 Sl Ul o Olayle (g 5a8 )L K55Sl LoDl 5 Hypo albuminemia

4 response ;%;bpu.o 4 hypo albuminuria .s.%;ba.';‘c;.ointerstitial edema (555 35
gl hyper lipidemia alS" o 55> 5505 > Beta lipoproteins alaulya; 48 s Ll

sl Immune fluorescent, light ;4;,)};&;&;,),:.@ ool .3?5 Renal biopsy 4
Jas %5..\23 s b Jo3 od 4 3 S S 5l axdlas axy 54 electron microscope
355 s
foe 5 palS ANy 5l %A (5t s Primary nephritic syndrome : J,!
$5 s
Minimal change Nephrotic-S: .

G5 S5 S Jad MCNS (g A0 &55 o3 e S a Jlbls
a sty lol hoy a3 axgyd ay O pSas S light 3 05 Jos Jsere iy £, U s K
.08 S J.\J 1565 matrix 5l mesangial cells > cads L 5l s34 (558 Jid %55
dﬁ&-@&g‘; 43 (Immune substances) sl g stodlas a3 any ;34 0 5 w53 55 50
foot (podocytes) il o Jduciol 5 angyd 4 Sy Sle o 2SN s Laids o> $3 &
05 g Jod (fusion)  JIs B 50 o 55 processes

S S @L.g 54...»%55 foot (podocytes) processes s adds o Joy Jloy s 4
& Tl S a8 & S B > S andy W Sl s ol s |;%;3
S w35 ) sS Il e s Lo 4 aels
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S s slS a %; oy sk s (i Y :Focal Glomerular sclerosis .ii
(Tufts) 9 s o5&, |y HyalinizationsIThickening cwlss
(2 25 3] mesangial proliferation L Jle, 51,51 Glomeruli %;g;;,&@,&.pgﬁlg
glS ¢ S Jd segmental scarring ‘_‘;Glomeruli J,;:;:.Uljsyg Sl e«
JE TS a3l 3l &y a3 asS (100pS) sl 5 suc sl a2l 5 o 5lg e slS s &%
il &y a3 i Glomeruli ‘_‘,Sfocal global 4, 5l g5L o5 4 focal Segmental
focal s 55 g5 (g3 a3l oS 45> %gl.ﬁ.:.’ax)l: o9 e S @%;Qﬁ.a axd 4y
St sl a5 & diffuse L 5/ Omni glomerulardj%gj_za;;;lala,;‘j,; S aS e
.83 & ,le 455 Focal segmental (FSGS) sclerosis >t JJ;JM?S,JL&LH.;@
Mesangio capillary G N .iii
Pl s geesl apal s ilonadS s Sacs gr a2l 2gd %O iy
> Mesangial Matrix;%gcal.c%;; <83 2575+ (deposition) (.§|,: Mesangial » 5 Jls o
.s3455 (Interposition)  JsI.e s Sub endothelial
(%Y «y Minor type JEEL
(Proliferation) &sl ¢l o ol s ;QSA_;}; LW Proliferative Glom N .\
s 3 9l 655 558 w,ISE Uy 4 (Crescents) Do 3 Ol o> Sl 3 g5 355
$39° 3920 S & (Infiltration) Y,hCLﬁJ)IJJLU;
(Basement -Lic (gsaels %;A.c}b S s£9,b s :Membranous Nephropathy .Y
Cs, 109G QS\“I .9 %53*: s =5 Immune complexes ?Su’,ba.; Epithelial > membrane)
S35 54
Py .s‘,f:Lo 3. sl %;J,ojs:Congenital Nephrotic syndrome''Finnish type' .Y
s pibe 3 2 g i s ()L S gt S Al 600 s )4
¢ S 859> 0 €dema | Prematurity, birth asphyxia, Growth failure, palacentomegaly
wsfosb 3 Wgey i el 5 sl Syphilis Toxoplasmosis 45 & bla! Peri natal
5 Primary Nephrosis%;u.ﬁsgujﬂ JB s 5 53 r,:u > Sy 4ok
.éjj&b:g)x"MCNS"
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glomerular basement ,| endothelial cells , epithelial cells 4, s -Proteinuria : o
Jbe s |_9.‘>u%5} wyds s gole a5 > a5 4l anionic charge %;membrane
eI Jloyp b s iy s T-cellss o585 05l 500 50 34555 sl J&,ga&;cﬁlb-

b vascular permeability @@r;%;;mﬂﬁwmm
& JoSJle ‘_‘;w (= Proteinuria u.;Lz...;I ‘_‘;minimal change diseases 4

JssJL S5 S 515l o et 55505 03l s S s asalbumin S 45 5dis
e 4 transferrin, beta globulin aSJ 55S,5 o3l s 25 3 02 &5 wpidsn 95\@,1

JoSJle sl 5 g8 &Sgw iy £33 oL s Proteinuria ol s ,bs
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