120:09051 wan (b $jglgigasl 9 S5PT:0 g0}l

b 6i9)s390019 63T
TS (50 ygac sl i () ga915g5g.0l 0135 -]
IgM
[e[€;
IgA

IgE

039,60 Vb i 19E o SO5 TG lew plaS 5 =¥

Jevsy

Iowl

kSJ) I ey

(ool slag)ly ge) (8 wUSkie Jud w(5g . cwl 03,5 aezlio lo Sl g lacd j;Se sl Jdd wddlwbo Lasls -
424093 (53leyd 1281 (gl )y i 0003 el s as5s w Lin LojT )5 . b se (52 25 9018 g (a3 Liwlg jl) c dnygawg jol
?wbng)bp\ﬁgbé
d2re25
3)909;2
oslwlgjl

OR3geld




120:09051 wan (b $jglgigasl 9 S5PT:0 g0}l

Y aibb0 0135 Gwg g wdgac JLo (g3 gl Glol wde -F
Autoantibody formation
Bone marrow suppression
Increased marginated pool

Increased apoptosis

o_\MJ)'oL_?\)'\ (5309 L’).@Ufb)'ﬁ)gb =) Jo 4 (59 Qb_)[w)J cawl 03)542_’?\),0 U8 olo V)\ hwg) @) Jdo bj‘)gj -0
6l b5 PMN=50,000 g WBC=60,000 yilejT 5 g 53,550 03 lise gingivostomatitis avles y> .l
g.\_)qu,o SoS JuSEEVie) LA)TP\ASUQ4> 03
CD11-CD18
IgG-IgE

CD3-CD4-CD8

FBS- HbA1C

PLE=N oo (shoolid au=l s djs)bb,oﬂ)gugg .c/u,uﬂob)ﬁctgg\)ndfé olo izl bjtmg))ﬁoulﬁgbb LaJlw YV 5555 -#

320 A (50 S (auBud 4y 53§ 3)lg080053,5 0 0dm it 069595 L)l gy (59 .39,5 50 S0 wlepbo
Glold cario il
A )D (P30 2992
00 P3>gw Eolle

595 jor09)3




120:09051 wan (b $jglgigasl 9 S5PT:0 g0}l

9 Lmojgj)Ugiﬂgé (5},0)5%514»93 )Ugg\wp Qtﬁglw‘dwpé)%ngﬂlg [Qp)\ L)jg)gov\pdg@ d,d) 49(5539§ -V

320 Qb (Silg B Housas U ) d)lgndes jlaw il > cwl oS agzlislacd @)l

dozxile Sy i)l
gy Jozwly

lod @iyl

0j9) WeSlgd (§j0y8

§a0,15 s yadw e Jglw 0135 (SlilglS ;> §g,c wlagidladgljlo ;> -A
J289)393
Cawgigo
Jdgsy

S99 59l

Yewlplasregulatory Teell Lol aabg -9
099529 @ 039Jl Sla ol (yiisS
58g,Slo (13,5 Jld
a2l 395> G)law I (5ySel>

ol Jled Gas ieib plasS s gles s Thelper 17 coawgad Jolw -lo
UP929
e
L))

3255 LsSale




120:99051 wan (b $iglgigasl 9 S5PT:0 g0}l

ccwl 039y Sole Vil g e2le € gy el 03,5 d2>ly0 (40195 g (il Chgac cugd (g s aslw biglanle 4 iy =)

Yadbise Jaize 3165 (59 (e her] plim p 113 ol
B cowgdi)
T comgai)
olakias

Cawglgil)S

I dgac g CM\/)\bmbwggsuyygj@;UMJJ 49@9[4"1@(5)&;) Li_é),) a8, lw bggw,ougﬂ\gjigmgu(b)b) -1¥
Slo,Syle ogle (gg (sawy i D el @il 3 Sugai bﬁbti&h)t@jﬁ“bw))g ) el 03, Sdezl e BCG)| (50U
?J)b)béc/gng\)Q)gj))\91))\Lig[o\ﬂbw))g CD89 CD4.CD3
CD45RA, CD45RO
DHR

CH50

CD11, CD18

9§15 Gago )L ass 55 3)lg.0 51 Soplas HyperIgM g CVID slag)law jI XLA (g Lo @181, -1V
[e[€ SlopUsOlw .)9,xAS
GHad 9 3hS W ST puwly Ghols
Wlize §lagabsiT g3l sleul

Sl 095 3 B eomgis) ok ladd




120:09051 wan (b $jglgigasl 9 S5PT:0 g0}l

Tabso oliae az 106G OLGBT yoc dos -1E
caelw €A
aiao €15 W

ola W 5 Y

00T 0l Su amlw .l 03,5 deslyo SIlw 1° 515350 (5950930 ¢ o jgiuw ailw b Oguio (Mg jlddlw £ 15> 10
5993 QigLQ/o)Q ] owbowfdgbd\%w\)[%jj%jk&g.&_?.mgbg 43@;&§de b ULO)Q Q_J[qui,o @ng
R ngﬁzﬂ Jolw 20y D 035G (A L LQU%Jgggligjgw\ 03y duw 3 () )y Al s0 dggain bﬂi,ogil;wu\ 9 Lﬁbong
69 Gylow gaiaraidlh plaS g2 el Jlop T cowgad sla Jglw 3ySleie g Slaed sl %Y laso (g5
qv\ﬂ)bb,o
S0 g5 My

S ] LS V] T} SUER

HLH L= EBV L cogac Josa Jud Jlw So (59 ailw ;. cwwl 03,5 aezlio ) S euiglg cojgiow bigldlw £ yu -1#
23 Jelizo Ll 0390 (o b LQU:}J999J\§9J9A:JIOQ) dw o om{ol_?j\ (50) 39 3D . Cawl 0D d)LSGMQgQSOAgj)i

TAdbi0 2900185 (59 g ol
CVID
XLP type 1
CD40L deficiency

XLA




120:99051 wan (b $iglgigasl 9 S5PT:0 g0}l

Lgubu)l;f\g)(%) ‘\/‘Guéb)v\ﬂm‘)qbo[éﬂg.w\owj)fé)wuhi\))j (55\)\96@@@;‘;3 Lgladlwd yuw -\v

Yewl i deize 69 b 25 2)lee I Splas el o il
1gG oMlS Ll 9205
CVID jlaw
3395 6h3S slelSgum

[gA (=5l dgaeS

1gG=700mg/dl 03 p Lol Gayyo 0wl 03,5 dezly0 (5860 )50 e glawdgacaslw b gladlw b yi5 -1A
i @@\swa;w)m# Jleaizl . 2bbiso Jloyi Lo (suwy o jolwg omub)\)i lgA<10mg/dl 9 lgM=80mg/d|

Y310 3929 (59 30 32 Gle ) law
CVID
XLA
ALPS

Omenn syndrome

T S0 08atiwl S yidin ) guo @y o lalpaS £52 0135 31 91306, 1Tg SLwlS jauws -19
C1
Cc2
C3

C4




120:09051 wan (b $jglgigasl 9 S5PT:0 g0}l

Soygl Sl JliwyS
03 LS (slodolw sl

A5gbael Lgww)

Q| Sdlaw

T cuglglislag)ls I SoplasS (=uog.0 byme.Serousrhinornealy jlay ;> -¥l
oVl
Olgjlious]
Slogy g9l

23w (ulg09,S

53wl S duwy de Joaxo 15 (53] Tolg > 1 law . 35 Sedesl o dias )5 jg) P i dr G (i ,0Tbdlwlo S¢S =YY

Y el asuo SuplaS S Tewn ) ganasb
woliio 9 LBua>
old 9 ana>
woliio 9 bwgio

@15 buwgio



120:99051 wan (b $iglgigasl 9 S5PT:0 g0}l

kj\)[o\Jj RO OM)JA')U[W)')J [Qiﬁigdfj)bb/o)Lgb‘g O\))SQQQI)A[QWT9)|A%!\3 k_gx)))JTL_A,U\)) bg\qﬂw \Co)[,q%\') -rv

$ oS (50 a0l |y e Uil
1920 0l i o3ldsiuwl
Lo yild b pglse By gl
Jre slod Ginlisl

loo duduas 655w jl 03latiwl

¢ cwl gig_'j)”u‘/&ug) b)l,otg)J (52 |)39J9A:)‘}:}9_"kj o 3)|9x> 93>30 6Lm4;_))§)'| Lig[obf -PE
ol
S92 G2V wigac

o8 Jled (g5low

G o

SIS0 IS el 05,5 dezlyo diw (uSe yodr ;L dad b o> (ThgidTwe g G Suins a9y b glalw 10 il -Yo

Y ewl ;33080 (6)lan called @b Haaed g paxxdd Al cg> ) slean;s
lupus perino ausud §lp (siwgy (swgn
CD4/CD8 3uoy3 oy sl WsigliaSig s jlgV plasl
iz awadd HRCT plol

Ui iT Jwo 33T (6550l




120:09051 wan (b $jglgigasl 9 S5PT:0 g0}l

9 nggjbf@bﬁ]ﬂ bol)m Oijg)S\BWSS\Mﬂg g(-g)ggbo_mg Ugé)biké ;OMQJJ L'))Lntg\')wgg (52940 ) -y

¥ ol Jotizo jiubw Haasuil 035 .5 gudb 50030 buwgie g SzgS gla S 5 woylgnd J&15 dycuwgigo
oY s 2o Shouse
SShilgls
e Syl

19393 i)k

092> lind g 3910, (pegid (aued (b auleoe )5 cuwl 03,5 ae>lo Vb (g5 Lid g ()59 JaalS 30w b adlw b sy -PY
[Q\ASQLO)j 6&;@&.%\@&3)3 49[09@,09 OMAJ"@M)Q Aﬁg)m\dgﬂw.w\OMOQJLQP\MUQ O bwos yue
Y el
39 Uoeslsigan]

ladl o 590 L u)).uwT

OS9LS (wSg 0

0l 51 SoelaS 45 gla GivleTamui 1 dzg3 b cunl 0 3w 0 Ledl Gl (Guw) 40 (5395650 oo b allw ¥y gly -PA

CH50=Normal, AH50=Absent
C3 deficiency
C5 deficiency
Factor | deficiency

Properdin deficiency




120:09051 wan (b $jglgigasl 9 S5PT:0 g0}l

Autoimmune lymphoproliferative syndrome (g,lowm wlasdio jl T Glocawgad jldiwd plaS coses yaoliel P9

T ailse
CD4-CD8-TCRap+
CD4+CD8+TCRap-

CD4-CD8-TCRy&+

CD4+CD8+TCRy&

Y2900 038 Lo ae b g3 leyd Loac glawdgac bl gl ua LSS (3,1 Jle jl Soplas ) -Poe
IL-17RA deficiency
IL-17F deficiency
APECED

CARD?9 deficiency

9 (5320 (§9 € jgr0g 43 a8 lw c\:u'j}Af)J Sl 03)549?\)A wlgl bglm_guﬂ[ogllgg bjU9bgﬁ LdJlwd ébgﬁ -

LRBA deficiency
ADA2 deficiency
CTLA4 deficiency

TTC7A deficiency




120:99051 wan (b $iglgigasl 9 S5PT:0 g0}l

T3g.0(50 030
STAT2 deficiency
TLR3 deficiency
TBK1 deficiency

UNC93B deficiency

(52 Xijg,oﬂwg (52 Q)ﬁlgg,@l@ 6&»@9QL dcg.omx0 jg 3 dy p=io 3 ) b)hiwa 6LQ)%M)‘ LS\:)[O‘.XS)) bﬁ)i Uagui_} -y

T 64050
ILT/TLR
IL-17/1L-17R
IL12/IFNy

IL21/1L21R

JERRYIN oo GAlgzdul (63U d g s Cuwlio (suac (Jol55 L el 0 30 (63w (Sig0g30 g by JUaSl Laale I yus> -Pe

Yl )3 Jatize 55 Gy 52 Dlgedl SoplaS 35105515 3529 202 g e o S lajTadd gl uw) 5
RAG1
BTK
IL2Ry

ADA




120:99051 wao (b Siglgigasl 9 S5PT:0 g0}l

) Li@gﬂw\gj Lo o jaiio 1Jgo L39J9SLA by dnleo o cuwwl OJ)S a0 Ad) JUisl g (oo Jlgwl Ldaole VW )l >y 0b PO
asd b GaalS (gt Suyad e Jolw Zwlby g cunl Jloys T glacuwgad dlaed L cuwl aid b (iol38 T IGE pdaw . 51
?w‘)de 59 6‘)9 32) 6LQUQM3 )'\ a_ig[oL&S.wbbm)ig'})fﬁ)39‘>hi}mﬂ Lgsc/g,u@;iﬂ L'H‘ el
SCID with maternal GVHD
Omenn Syndrome

Hyper IgE Syndrome

Wiskott-Aldrich Syndrome

Y abbso GiSelw glooasyS jloslgils S 5> 1T Jolw pdow 035,,5 P8
Immunoglobulin family
Hematopoietic growth factor
Interferon family

Seven transmembrane helix family

Ol oS Slows a2 olyoe ay [Q)[om? Udjow g (0>l gl el o2 (C,L?)‘ SwodS 4y giTaimlwballw o yuy -Pv
ardz>gl L.l Dgpaio (wgial QPUJJ k_i}) oW bLQJg cuwl o Olpil jlod daxilo g 45,8 as Ao gl anles
T AL (50 Lausuid (ya yig lodan iS5l SoplaSanlesg Gidbazso,ls
ol Sl aiSigssls
giant kel cogisSis

ST egiSisisSsilys

Uy iS3pgSailys



120:09051 wan (b $jglgigasl 9 S5PT:0 g0}l

ccwl 05 0lg.0 den SwgiTewile)d ollew cawgy ;3 )8 g JLISL (Gwg 1 g Glacdgac ljae wlisl ede -WA

s

Impairment of innate immunity
Disturbances in the microbiome
Skin epithelial dysfunction

Under-expression of polarized immunity
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Impairment of innate immunity
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