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Pediatric Severe Combined Immunodeficiency ( SCID )

Background 4ale daal: ¥ i

Jid 5 ala el 5 Jlgwsd 5 608 culiliny sladl 03¢0 4 )2lie 1 8 ((SCID ) dalisall padill deliall jse ¢l
35 A 5 Anall Gl e daell 4dud 5 Al delid) el Gl peY Sl JSAl A g sa
CNK - Agegdall 4500 LAl Bla) 5 ¢ B cells Al 5 4l Uoad) dada g 5 aae 8 a0l Caeaa

JulY sliy 5 wad o ) sale SCID (533 JAx (5% 5. el 3 sae U (o yal) alana iy Ty ju
- O] an

a3 Cargs (s JS awind ¢ WHO Azallal) sl dadaie (o easlid (S35 A5 o) padl (L] lilin
Al Llan) Al SCID iy . Gebial) Sleall gl EaY) agill bag Lpulul) delial) 5o ial yal de sane
 BMT il g )3 sale 4o 2ad) LAY a pudl olidl sale) o aaies L) ¥ JuilaY)

@ gaall Al yal) Y &)339,«?';}\@; . dlad) Jaesy uial) dadlell e'a“jy "_?_ull.uli Coliall ana El
Al o3t Lt e Bandidin Iy (685 ) K Fuad gail) LY 5 Aadlal) doalal) el jallaal) Gl ¢ daclid)
L Juky) ol ddlany)

s JSA diffuse alopecia 3_-iill Alalall xe dcbia )l dls je & Erythroderma sl ) jeal 2
ataxia telangectasia <l il alsis zi ) (om e & el alisi 5 ¢ SCID b sl aa (oia sl (52
Chediak- (o3t 3had e )3e ae glall (il 28l 5 partial albinism (2 Geall 3855 5

= all las mual gene therapy S5)sall z3=dl . BMT &l ¢ 55 8 a3 ae Higashi syndrome



JAsl (a5 palad i) aaall a5 Laxie o) 5 Tla B8 31 )5 i ye ¢ iy delia Slea sk
el oSl

Pathophysiology 4 sl La gl g 5adl) -1
Genetic defects 4 gall G gand)

M}M\M\J}&@d} &JJAS\U).\:J\DJA M}ﬂ@)ﬁlsw‘)ﬁ\‘;u“)ﬂkﬂwsch L.n.u
A LAY 5 Al b gliall WLl (any 3 g Tcells 4l clyglaalll JiSS 5 e jlas | Lt g

Ol Gty 5 danals il aa i Ladie ia 3ad o jlacay daal) 2L 5 B cells and NK cells dusdall
Cogliie JS8 il Alalia) deliall (3K & 5 NK @l saeLual) 22080 <l all

s Odie sana A i e IS Ciiay () (K4 SCID
(2l (2 %70 ) 4k LIS 2a SCID
LWL LA 52 SCID

AW WA 5 ¢ (B+ or B-) s Jedd il ¢ sl 5 pallall Laaill L SCID iiay oy Layl (S
. (SCID 8 4 LA e Laso clllia T- ) U AliaYUs « ( NK+ or NK =) dgmplall

CSin 4 jiiall y Alulud) 85 ik 8 SCID Ce A sssall 5 Lo sed SIS 480 )5 AMS: XL-SCID
e 3ar i) 138 ( T-B+NK-) IL2,IL4,IL7,ILO,IL15,IL21 <Shius (o IL receptors oS sl i)
X u;c.ua”

Figure 2: X-Linked Inheritance
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Figure 1: Autosomal Recessive Inheritance
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Human gene defects responsible for severe T-cell deficiency
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JAK3 (& &l jahall aiai 4liie S5 | (Sae jpe W el 5 4000 LI il sy Gl g allaal) (a3
& 5115 J Jadin 48 yida y A€ ikl ALuldle Pro T cells daitll LAY a3 & silal) 5 sl
SCID: T-B+NK- ol 255 JAK3 534S jidall y il 8 osaal) el NK AN LAY gail alide Jale
e G380 B LAY iy S e SUIAL A8LaYL SCID:T-B-NK+ (Al (5358 L7 uifiase o Alusluad) <l jila Lty
A &)sa . ZAP-70 genes 5 LCK (o ik Jaldi A1), SCID () 525 o) oSa T-cell Jiinsa
A 5S5 Laie SCID ) 5355 0 (S G 5 JAK-1 (oA (S s Jilfinnay A e
: w\ﬁw\é\ﬂ ¢ SN garal) g glAd) &gl 22
Apoptosis secondary to accumulation of toxic metabolites
G ¢ sl (S Jaaad (L sllas PNP 5 ADA ¢ SCID sl el 8 150 caaly 38 3L3) Purine oDl
&% ADA 5= SCID :T-B-NK- 5 apoptosis ge_sell s sall <sall ) 5355 o (SaxADA , PNP
. SCID &¥s JS (5« %20
il glaall) e duali il glaalll dpans it U 5 ( GTP,ADP,dATP ) Die day g cililiins o) 3l 535
Alalloda &) Ll gl a1 5 ) Cus G0 ADA a0 bSilSia 4l PNP Jse . daalill e G gasdl
lgalanay il T-cell ddda s iilladl L . lymphotoxic effect <y slialll e caw Ll o5 (dGTP
Al A Jiiisa 3B 5 (s giema B 4 plad) 4y 1A 3 LEY) g -3
Defective cell signaling at and before level TCR
bt 8 sl aall 3l gall LA 4, g1l 4056 Y) 8 a5 phosphatase tyrosine (s bl 5
SCID : T-B+NK- ) 2 O} (S CDA5 oo ¢ 48Ul 5 40l WIAY 3 (g slal) mand) ol L) Jas
S S je K ) 5 ((oeyeee€ ) transmembrane protein sLiall Clisis 1 (je diae 2 CD3
Gl Ao adizall Ju&ll TCR < dasi i Al Ligand daw ) e TCR g puilaia e 44 32l
J=éi Wxie s immunoreceptor tyrosine based activation motifs ( ITAMS ) elall Jasil)
c Y Daa sl Glaal) ol dkde muai Kinase ZAP-70
288 Leiy 288 Laiw pre-TCR signaling 4slill 40al) Jastise Jad 3 LEY) G e e 8155 CD3 0 Jse
T-B+NK+: SCID: ge (385 Lt DS 5 Jamall 8 2aalill TCRs e N g2 (lack of )CD3 €
11



2aal aa CD3 e adbiia JShy Jaed ¥ SCID danse CD8 LAY Liiadi ol cusy ZAP-70 s -
dysfunctional & kuae Ltds g G adll o3 ol (e a2 )l e andall (e cu B (3lhe il glidl
J8 (s sine A aaiudl ) seda disrupts @A MHC Sl sl defective expression cusall juadll -
5 bare lymphocyte syndrome & lall il slaalll 4 330l Lo se pre TCR level &l 4080 Jita
e 0% O Sy Al 03y (aim all | Lgiida 5 oLl e T cells 45300 LAY 3,08 axe ) (058 A
Flaai) abie b cue U Caall MHC 454! regulatory region debaiall dikid) & e
MHC-2 &)5e e anill aidati e Jg3mall 5 CTIIA regulator transcription

(sl wﬁgw\ﬁJyws.ab!‘gaﬁim\ LAY aMilis i gs - 4

Defective TCR and Ig gene rearrangement -

Oullay B- cell s T-cell (s JS muasd, Gasy o) (Say Ig &) 50 ailalisale) 3505 Gl 3L TCR -

Glal ahad VDY @l ) e (0 de st ) i led ) 5 recombination <S4 process ddac
Lleall 038 8 Lawla T 30 Caali recombinases cailil) cilay 33 (e daall | 3358 5 L o8 Bt O Luse
= 5 Juluis double strand breaking DNA (Sl Gall (U5 DNA eS8 Ll 555 SV RAGL, RAG2 -

Laai ) T-B-NK+ :SCID (ol 525 RAG1 , RAG2 & <l ikl de sitall &3 ) gall adal i) Joy 51 oKy
residual VDJ recombination activity 4l 4led Lo 855 b 1 5 Omenn 332k 5 ((GISS

e sk g3 SCID g 38155 5 VD) sl G 150 canl i 5355 10 el e o 55 Artemis )50
1352 s 3 Artemis splice defects Jusil s B-cell, T-cell Jski 4 early blocking Sl jasll
DNA : DNA e adina U (455 (s 5 Crme o8 DNA PK& 550 . Gnd sai ¥ T Tawsl Ualise e lie
Lavn &) gall 028 & @l il | aaall uilill 4 as dependent serine Threonine protein kinase
Aa il 3ol 3y Caali o yall 6¥ 58 (63 DNA L Lalide Sse ) 5355 O (S 53 568

. radiosensitivity

Thymic dysgenisis (susailll piuall) e -5

ganall b Ll gai (5 0 138 SCID:T-B+NK+ () Lape 2l LAY 888 ) (535 308 oo gl ginaill e
. CHARGE 48 i 5z ) 920 4 j00al 30040

: Etiology <lusd) -3

:Genetic mutations 4 sal) il ikl

On line @sall (25,585 5750 adge 20 (1o ST : SCID Llail (o ypaad) d8ay 22 il jakall Jilas
Mendelian Inheritance in Man ( OMIM ) database

. NK-cell ¢ B-cell «T-cell ddkay 8 aime Cldsdds Caaiy SCID <l JS e

sl ¢« autosomal recessive 5. s¢ie dxama ¢ ( X-linked ) X (srmalls ddasi ya (5585 o)) oSy &) sall < ikl
O (S Al 5 435 ) gall gl A8 ) e a2 )Ml o | Abaall ) sall 1 5e e alaie Wl sporadic 33

B- sl clelis (b (g5 5l g ¢ Tcell function &5l 4lall dads s bl bes stratified el iy
cell, NK-cell
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Severecombmedmmunodeﬁuency (SCID) dassification and gene defects®;

T-B+NK+ SCID
Interteukin-7 receptor alpha chain (CD127) 173
Atin-regulating protein coronin 14 (CORD14) CORO1A
(03 thain companents
(03 delta (030
(D3 epslon (D3t
(03 zefa 03z
(D43 PTPRC
T-B+NK- SCID
Xfirked SCID, comman gamma chain (gamma<C) 1286
Janus kinase 3 T3
T-B-NK+ SCID
Recambinase activating genes 1 and 2 RAGL, RAG2
ARTEMIS DCLREIC
DIA protein kinase catalytic subunit (DNA-PKEs) PRKDC
T-B-NK- SCID
Adenosine dezminase ADA
Reticular dysgenesis 2

The defects listed in talics are the most commen farms of 5CID,
* Some defects n these genes lead to milder, non-SCID combined mmunodefidencies,

Opportunistic infections 4 jlgidy) clilisy)

b bl (S8 ¢ o pall a el el ) odaill ) g5 G g B A jleiil i) ) o deliall s
D SCID (4 aedY) ULEY! o ) (K1 5 (a yall i ) S infectious organisms daslall il

¢ 1R 3yl ¢ &) Gl ol a8 el s 5 (CMV) Jlaall (g slall (g il A g ) liliny)-]
A gmall il g ydll ( Gyl ) Adeno virus daxll Sla gyl «(RSV) ‘;..né.'\ﬂ\ Lﬁ}M\ gl
Varicella-Zoaster virus Glasll (us i ¢ ( Je¥) ) Rota virus 4sliaall <ilus 58l 5 (enteroviruses )

) human herpes virus -6 6- Syl Sall s s 5l 5 Herpes Simplex virus HSV dassdl Sal (g 5
(Ll el i sala ol

s shdll clili)-

gl gla ¢ 5 e dgala a8 5y aliall Alall Gledl) ¢ Thrush Gl : Gl Gllaga) i)
) Lf}m\ ggjbé..al\
Lalal) ) shadl) i)
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cryptosporidial infections ’gbﬂ‘ lbedtae Gll)-
(4, @3 ) Aspergillus infections <laLE I culils)-

) enterococci A sxall &l Sl 5 ¢ Streptococci <bmsall ¢ SA il il gaiall 1 dza gl ) iy -3
(4 sall L) 4aiiST ) Pseudomonas aeruginosa Gl Clieasd) ¢ (oLl 3,70 45 <3 ¢ alall xS
Ayl el Sl ¢ A d SN ekl ¢ (A5 @ld ) S lSH GaSidl ecthyma gangrensom
Listeria Lisll 5 haemophilus influenza 4 3l Cilaeivall 1 (s AV 4=l o) all 5 Pneumococci
. Moraxella SuusS) 5l 15l 5 Legionella <Lkl

( J¢¥ ) Protozoa (! s¥) i) -4
: Exacerbating Factors 4 aall Jal gall

T-cells Zsa¥) T LA 2 a g VA alixa (A SCID (a8 a yaall Jal sall (ga 220 jekay of (S
oben i Aad 0l 55 05 ) sy SCID @ Oabaaal) gyl (30 %40-30 Ly (81 5 ¢ e Y maternal
Qg dPTQMwaJ\jA.\SM JELQ';L;)"M&GSJ\ ¢ Gl ey J\MEWJ\ Al LATL alall CL».J}J\ &
LAY DA (e il 5 GVHD isadd) aca aalall o)y (e A1 Vs J3ud ol o1 5 L)

A gl pall Claiia ol alaall (& o gala (38 55 ade G, Liolie Ll 5 ilae il slial 530 320 SCID sy
Bl AT 5 ¢ Ay pmall il i ¢ A 5l ea ) deaY) Gl 1 Jadi Gladladl 5 Gl e Y,
vaccinia < s s_udl) alilll i () sy 1 918 Latie gyl (g paal) e ) 6 Ay gl jiall

Y ¢ (BCG) bacilli Calmatte-Guerin o) ¢ <lallS &ac ~&l | progressive vaccinia s gangrenosa
Bleall ~Ul § BCG Jie dpall culalalll (8 e ) (M) g3 o) OSap ¢ Qlalill e el 8 Jaslin JI 0 Y
. SCID (s el axi ¥ ()l e Varicella vaccines

: Epidemiology <Ll -4
USA saaiall iy sl

Sl s maall g 8 G ekl pubead) GalasBl Suall il ki oS 5 100,000 & 1 L Ja g
( <IaY sl (5e 75,000-50,000 JSI Alla 1 (g i ) Tains S Las

LJAZ\L)JSA@M%SOL;U\(YAS,Q*,“S!H;,)QLL“;\)XMLMJASCIDG‘AJA\w%SOQﬁ
¢ ADA 3520 %40 ¢« JAK-3 3520 seiall canal) SCID (o2 30 (10 %25 L . seiall oanal) SCID
sl (el JSA e %35 5 (5 Y1 JSY

International statistics 4 sall ciluilaal)

¢ Aal delid) lsely el dasast e 85 Gl e el ¢ saniall Y Gl die Gy 8 all il gl
JS 0,47 )y s 4 < 100,000 JS 0,45 z 5,3 8 < 100,000 JS 0,15 s SCID J Laiall g 511 LI jiud
bl Al gall (00 100,000 S 2,43 usadl 4 <100,000

: Age related demographics sl Jagi o) A1 & sasdll 5530
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el 5 (e el (52 au gl sanll ) el 3 e el (sl B el SCID s (go (oaliall Al
Ll 8 seday 5335 U8 <l jik agadl O 531 SCID ADA 55200 (maall . yed 6,5 il (sl o )
o Osin B el 5y pumal) sl el da e e skl oampall, Gaang L T30 oS0 5 anl) (e A5
Liia Tl ol ol eaay Cum ¢ L1 f A gilal) Al a3l 28

: Sex related demographics (il Jasi yall ) & gaall £ 3 63l

pel A8 jitiall y Abuludl ) jila e S gm (S 8 b s ) X-linked o4 SCID <Yla (50 %50
YA e Adgwe Ay e A 5 de novo mutations Aaaiull U’.ﬂ)é.u\ C)\ Pt ‘éﬂ\ 5 @Lag\ aalile 4la8

6 sadia (S8 LY 5 5 sSA) a3 ) sgle dnana Ao Fiie < jika Leiudi SCID (o diiall CYA | SCID

ALl Ja¥) il <l bl | inbred population 3V sl (gl yelad ‘éﬂ\ oyl }i Aol ,all Adilall Alasl) (ol
L 1/3 o LYY/ S A (b A el o3 b e s ST homologous mutations

: Prognosis A%y -5

508l Y] st G J8 paddill gy cn L eall e il 5V Cptiiad) SIS Bale 3l Gaat dadlaa 050
o2 Jia (5355 ¢ BMT & &, 5l Laan 3 Cliamally deliall e Lilad of oSy ca ¢ slall 3a3gall
Al LAl el ale ) @ 5 Al ¢ ) e Ay sl Ly ) dalladl)

L UaDEA (0 JWlS R s il Bale ) (pia yall (e el (gl Cuad

e all claine J5 ¢ SCID Al o 8 sy o oS A3 se¥I LAY Jlan) (e GVHD s sill i anall ¢l
Gy 2ge JSE anball ) gl ol GVHD Jhad (édil ¢ SCID <V JS 3 GVHD J g s 58 driiial)
JalS g5 ¢ Al s g REAN] Jlexins T-cell depletion Al WAL A paaat ‘;ﬁ\ sl el
g o Ji oLl Ll « SCID @o o lide (o ye (B (sl diall 23 Ge CD34+ Ao dall LA Jlexind
LI e

a@.}i ¢ &)_}l\ J8 a8l 6 o sl 5 g seddl 2 ¢ well nourished 2l 5923l muia l) 993 aa yall
. a5 e HSCT pall 3l sall Ailaall Loe 2l LA & 55 38 5% « best outcome gl Jual

g O 2 Gal sy sle Lalall (il 3 Jie yhad agual 38 ikl y Aluli 5l JAK3 <l ik () silbeaall (oum jall

e Juai™ ClS (< s Y A (recipient ) Aldiuall B LA Luliial caw hypogammaglobuline
Ol ¢ e 2l LA (el sale]) g1 (052 SCID (e saky ol AUl e a3l e a2 1 e g i) SIS

A ADA 3= 5 XL- SCID 1! viable alternative UiSes Sy sl 3 gene therapy 4 sall dalladll
a8 0 3l (s slaalll (a1 LGRS ale 25 13) (e e e e i) e oyl

ADA o dzleY) & ADA jsd 4 )uia¥) dalles ¢ & sl s sLall 505 J8Y) ADA @l sk ae (oaa yall s

Aads ) 2y ¥ ) (e a2 )l e polyethylene glycol treated ADA replacement JsSule (als) o zllaal)

. 323 08 Finnish populations dslill Cileasil) 8 dals Cog il 5 jedll pheal ol ()5S 8

Sl 5 et sl 31 el e Railal) Y e 23 5 ¢ gaill uSU Jlidy 3 SL delia 5l Ala e Caal
6 e SCID <3S ol 1Y) « CMV i) b.l:l;.d\ Al Glanall ela Jie & jleny) SBEY) 5 diarrhea

P jiroveci ()W) GasSially 4550 @ld Lald more evident s sy ST 5LV by mua gl
Lailial) A 5 il )yl aa 3 ¢ invasive fungal infections 4l & kil GULEY) ¢ pneumonia
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Epestein —Barr virus (EBV) < <CUBY) Joliods 5 ¢« SCID sy s ALE Jikay) gl
.VZV,RSV,Rotavirus,Parainfluenza virus,enterovirus,adenovirus

L Disall o s Laina D) bl (5 gaill JLEN (g5l 53 mlll oy dpalinl) V)

@l il 5l MCH-2 @) ik ADA s ¢ gyl 5 el piai (aii da 3Nay Galbaall (o jall sy s
.NHLJ Jde g 85 Jiaa XL-SCID & 325 J3Y)

Patient education ua: sl gl -6

oasdl indl appropriate steps Asbiall @l ghall fag @l 5 Gy Hhlae e @lall s of oy
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Image 1 of 3

This patient presented with fever and paralysis of his left arm 3 months after receiving his third oral poliovirus vaccine. Past history
included chronic thrush presenting in the absence of antibiotic therapy or breastfeeding at 2 months, chronic diarrhea from 4 months,
and recurrent otitis media. He was at the 90th percentile for height and weight, similar to his parents. Major histocompatibility complex
(MHC) class Il deficiency was diagnosed by immunologic tests.
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Ordering Information for

Severe Combined Immunodeficiency Syndrome (SCID) Testing
Guidelines for Test Selection

Presenting Indication: 1
* severe, persistent, or atypical infections, leading to diarrhea, thrush, > NK* —» 'r"'?_l_R_éﬁJ?({Dc’; éigsE
and/or failure to thrive, usually in the first year of life NK cells -
S
present?
( onrme onmn Y
RAG1T, RAG2,

« T-cell lymphopenia® with exclusion of AIDS, if at risk =
IL2RG ', JAK3
IL2RG’
T-B*NK~ XSCID
» NK* —p|  DCLRE1C

+ family history of life-threatening infections NK~
or a family history of SCID PNE- B 1 gink soip
B cells
present?
B [ NK cells T™B™NK* SCID
= | present? \—1
ZAP70 _ ADA
Zap-70 deficiency - NK T B™NK™ SCID

cDa*CD8™
T cells? T-(CD4*CD8T)B*NK'SCID

Olgioclonal
T cells?

B+

male-limited
or unknown

T family history

1. To date, mutations in IL2RG, ADA, and IL7R are the most frequently diagnosed
causes of SCID, together accounting for ~70-75% of all SCID cases (1).
Consider Omenn Syndrome } 2. Zap-T0 is characterized by the selective absence of CD& T cells, in the presence of

RAG1, RAG2, DCLRE1C, IL7R| normal or elevated levels of CD4" T cells (2).
(SCID/OS)

3. Matemal-fetal transfusion (MFT) can result in the presence of matemally-derived T
cells in SCID patients. For more information about MFT, refer to references 3 and 4.

: Chest radiography uall 5,3 -4
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23



@.....’d\ deng . G.m)a.ul\ @mﬂ\ LA.:\ Ll = )5 (42 A Dl Aala ‘_5)';;3]\ 0l LA e | meningitis
b anay G sari laai CD-3 5l ZAP-70 (8 < ik agaa) (0} SCID (oo e 53 . SCID (i Y (o sl
normal —sized thymuses

P 5 auus pall dia yaall Jal sadls dansal) pneumonitis ALl alaly SW skl &:A ﬁ\:u\.u\ suall jpa
. jiroveci

a5 e Ml 2l dgadae <13 500 agaal ()5S 8 el 5 Cag gl phial (ali 5 ADA 52 (s el
&l Ja dl flaring s cupping (35 JShs jaall ) pa Hela3 ADA Hse (A, srall by pa e
. costochondral junction (s s sl

Prenatal dagnostic techniques 333 g1l Ji& (asddil) cilyiss -5

DNA < )uidl ¢ SCID J dwlas) Alile dad clllia (5S35 Ladie oe ) ja) Jslad o)) Sy 32Y ol Ji8 and il
<l skl e 2321l GIX JAK3,RAG2,RAG1,ADA,YC,IL7, Artemis Jaii Al &l jahall paaty s 3 31 giall
. SISElI SCID bass o 4381 yial) 45 ) gl

G I 3 any 51 10 ead) g saul) (8 4 g sSI il 3l Ao Aaul g (S 32V 1) 38 Ganiiil

riall aall Gliie | A8y Led S gall aaa 25 Sl S A DNA 3 b aladiuls aminocentesis

Gl siwe s mitogen response Sl yaall JLAA flurocytometric sampling s &l glall &l sy

percutaneous all e & pull aall e (Kae e DNA dilad (58 Levie il i o)) (Say a 53Y)
X 5 T-cell deficiency 48l LAY gl ial) asll (asdl (¢ a0 umbilical blood sampling

. ADA <l sis

Mutational analysis 3_dkll Juas -6

23S Al g single strand conformation polymorphism (SSCP) g Jadii &l jalall Jalatl enlyiasl)
Juia) s 5 dideoxy finger printing ddF (Al Sl g 35 ae paal) dagha sl 5 ¢ <l ikl (10 %85
Gikad O g 3lddl DNA Judii | (57 gal) DNA 23a3 58 DNA s Gl oad gaill jlad) | Gl S
not zasii al Cua 5 exons <bisuSM /5 53 (5 siwas @lli Jie molecular defects 4y sl o sanll Gand
. O o euS) AL Al delineated full exon-intron structure

Jsh o JKEY) a3 jas @l )2 5 linkage analysis il daladll ()l 48, 5 jakall alagl Sy Y Ledic
s aa O JMA (e s 5a3 o) (Sa restriction fragment length polymorphism (RFLP) dakil
L) Aalall i el LAl sda (i e sill <l alall Jias advent

nonrandom (3l sdall e duaeidl apaail Calesianl (a5 5081 COLELue 8 polymorphisms JSaY) sass
8393 9 33 SCID @ )S3 paia ) Lead Cliay Al O3l 8 SBY (e < By (;‘X\ < X *all inactivation
Al e 4l peal
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A sl 3aiall A A ) (e a M) el slialll 4ie 2055 Jladall | cliaead) 5 clanlil) pe il 3k jie ) 5SS
5 W il Sl Gl 5 T8 LSAD 5,08 ) el o (Sey laga sall (3 paddall 4y )5 i
cAle s shie e b cilagsl 5 il

5 XL-SCID 2 <3 hemphagocytic lymphohistiocytosis el <l U azluall 4 slaalll culanal)
L onll 5 o pad) alial galli 4 3Ok

Treatment and Management _saill g Aalleal) ; Luwld
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:Pharmarmacologic prophylaxis against infection CLY) (s 43 gall 4868 -1

IS (PCP) (s Sl (il 50 <l (e A5l sllae) 25 LagilS ol ddda gl 4 ylaima 5l dile 430 SN oY
5 Ja S sialil g, JAT 23 5f BMIT GR35 ddabos o 4l LA Al 5 p s i) (s (oim jal)
fen sals QB a5k ol ) 51 G el e SY) (el sl (e () (S 5 LR 65l 5 g sie

sl el ey asi (acyclovir) e syl liliae 8 YA Gy 8 Llia Ll S, 8
VZIG 058 38 ¢ GlaYUL S 1) dele 48 JYA (VZIG) Gleally (alall e liall cpl g slall Jaxd o VZV Glaal)
38 Jiny 5l 5kl ey B 5 acyclovir bz 3yl oda axy ¢ Gl (e delu 96 (Sa Yiad

. VZV @ gedll

IVIg Replacement Therapy sl (SUall (il g glil) (i gaty dadlaall -2

S aaly e ay ol e 3S/344600-400 5L IVIg e Ao a5 o nd) Ao liall elale (g (381 53l
XL-linked s 30 il | ast sa el J3/30500 (e el 186 el ol 2 slal) il giana
Celoaad) Jals dallae La ) 5 (38/81 ) Slef e ja Wad) 5 ¢ Ladll Cleill 5 agammaglobulinemia

OIS 13 el S Gl 3ay 5 Culh (5 snal U pem sl (s gl A3 S oy i) U8 Lol 1 2y s (LS
peed ol alasBUL A gl Aliadl) il gisd) Gial [VIG e Jaaed 8 Tae 5 38 T s (i) 5all
Gsiall o Ay B aal e jas (gabad 3-2 S D) )OS IS8 Cu el (8 ¢ Ol 1gG J Jle palas
el gl e Ll

Joaxill 5 Ladll |gG <y siune ol Lgllae 06K 38 5 Jladll iy s 55 DA el ()58 38 1gG J ada Jixe
el ) gl el e Al

JS e il delidl jse ol a2l (Js2all ) preparations of IVIg <) pasiua (e 8 sia Jila dae @lllia
viral inactivation (s sl Jubasill Cililee Calias elld aa | BlSa ) 55 o) Jainall 0 [VIg ilinal

e liquid Jiadl 5 pasteurization il Qe solvent detergent 4ifaie 4xpee 33l i) processes
S50 5 home care formulary 4l 4le il dapa ol A8 e o) oY) L) adiey 38 ( lyphilized
cost 44!l 5 |ocal availability (sl

Table 2. Intravenous Immunoglobulin Preparations (Open Table in a new window)

Brand Parenteral IgA
Manufacturing Process pH Additives Form and Final Content,

(Manufacturer) .

Concentrations pg/mL

Carimune NF (CSL Kistler-Nitschmann 6.4- 6% solution: 10% Lyophilized Trace

Behring) fractionation; pH 4, 6.8 sucrose,<20mg powder 3%, 6%,
nanofiltration NaCl/g protein 9%, 12%

Flebogamma Cohn-Oncley 5.1- Sucrose free, Liquid 5% <50

(Grifols USA) fractionation, PEG 6  contains 5% D-
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Gammagard Liquid

10% (Baxter
Bioscience)

Gamunex (Talecris

Biotherapeutics)

Gammaplex (Bio

Products)

Iveegam EN
(Baxter
Bioscience)

Polygam S/D,

Gammagard S/D
(Baxter Bioscience
for the American

Red Cross)

Octagamf

(Octapharma USA)

Panglobulin (Swiss
Red Cross for the

American Red
Cross)

Privigen Liquid
10% (CSL
Behring)

precipitation, ion-
exchange
chromatography,
pasteurization

Cohn-Oncley cold ethanol 4.6-

fractionation, cation and
anion exchange
chromatography, solvent
detergent treated,
nanofiltration, low pH
incubation

Cohn-Oncley
fractionation, caprylate-
chromatography
purification, cloth and
depth filtration, low pH
incubation

Solvent/detergent
treatment targeted to
enveloped viruses; virus
filtration using Pall
Ultipor to remove small
viruses including
nonenveloped viruses;
low pH incubation

Cohn-Oncley fraction
I/111; ultrafiltration;
pasteurization

Cohn-Oncley cold ethanol

fractionation, followed by
ultracentrafiltration and
ion exchange
chromatography; solvent
detergent treated

Cohn-Oncley fraction
I/111; ultrafiltration; low
pH incubation; S/D
treatment pasteurization

Kistler-Nitschmann
fractionation; pH 4, trace
pepsin, nanofiltration

Cold ethanol
fractionation, octanoic
acid fractionation, and
anion exchange
chromatography; pH4
incubation and depth

5.1

4.5

4.8-
5.1

6.4-
7.2

6.4-
7.2

5.1-

6.6

4.6-
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sorbitol

0.25 M glycine

Contains no
sugar, contains
glycine

Contains sorbitol

(40 mg/mL); do

not administer if

fructose
intolerant

5% solution: 5%

glucose, 0.3%
NaCl

5% solution:
0.3% albumin,
2.25% glycine,
2% glucose

10% maltose

Per gram of IgG:
1.67 g sucrose, <

20 mg NacCl

L-proline (~250
mmol/L) as
stabilizer; trace

sodium; does not

contain
carbohydrate

Ready-for-use
liquid 10%

Liquid 10%

Ready-for-use
solution 5%

Lyophilized
powder 5%

Lyophilized

powder 5%, 10%

Liquid 5%

Lyophilized

powder 3%, 6%,

9%, 12%

Ready-for-use
liquid 10%

37

46

<10

<10

<16
(5%
solution)

200

720



filtration stabilizers (eg,
sucrose, maltose)

*1V1g products containing sucrose are more often associated with renal dysfunction, acute renal
failure, and osmotic nephrosis, particularly with preexisting risk factors (eg, history of renal
insufficiency, diabetes mellitus, age >65 y, dehydration, sepsis, paraproteinemia, nephrotoxic drugs).

TWithdrawn from US market on September 24, 2010, because of unexplained reports of
thromboembolic events.

For each infusion, dose, manufacturer, and lot number should be recorded to allow review for
adverse events or other consequences. All side effects that occur during the infusion must be
recorded.

List e il Elaa¥) daal ye and [0t nUMber Sl 5 whialll de pall Jad G oty ¢ it JS B
-l JOA Guaa ) Al @l il O Qi sy L 5 AY) @ ) adverse events

5 13301 51 Ll 4 7 gacaie (Al il ye 4-3 L5 ) o) 50 S ASH 5 2 il 5 ol s il 48 e
FDA &!5all

paa Gl ¢ 5 Ru els Bl (58I (im e gl e ) SN ) gl ek agaal (] (oaiayal) U1 Al e
IS A 450l (51 5kihy 0l 5 (43w 65 (e SY) 51 5 paraproteinemia Gl I3 5hd ¢ 2y oLk
5S4 5 infusion rate il C¥3aa 5 slald aae b Lg 7 saiadl Sile jall ¢ nephrotoxic

. minimum practicable levels Lial) aileall 3 5aall ¢ 5 )} & concentrations

experienced _ua ol close supervision 4dual 48 je Gad [VIg @ Al Aalladll elhae) iy

&n el Al Al ¢ Jle 3 il o3¢ adverse reactions duse el e GLuSi Y kA | personnel
o288 ) sy ¢ active infection Jad (L) g oan el sal | duelie Claina () s Al Gl g0 il
AU a5l Al Aol elac) an ((S/4= 300-200 ) dose halved de jall Caai Jaxi 5 Gy il Y 30s
1Y) Aails e &g pall g ClulSE YT G ¢ daada 9GOl sinsal (i Levie Aalladll i 5 Y ) o
e ) (o el il s

myalgia b)) A arthralgia Lwaidll a¥1 ¢ back pain ekl A ¢ chest tightness ol Guia
3))a 5 rash ikl ¢ pruritus 481l headache g1l hypo- or hypertension bl bsa i ¢l )
LY cnausea (Ll cdyspnea 4l 4130 & doall LSS Y1 | Jow grade fever 4s )l daddie

. loss of consciousness = sl ()8 ¢ circulatory collapse !5 ks ¢l ¢ vomiting

anticomplementary activity of IgG ¢IgG (s=Lall (sl 52 slall cilaiail dakiall 33laal) Alladl) O Sdiny

Lt yall e ClalSs O 5 e e lie Cilabae JSE 5 55l e liad) ol g lall S e 6 aggregates in IVIG
& Jeliis ) 5 oligo- or polymetric IgG complexes & S 5l 4Ll |G Cladaa J€& 8 JAT Cun
Al Ll gl s m trigger s 5 Fo il

e ol e aal 5 i o) gall il gl elal iy 8 Jlnal) o saains Ay st all e LSS )Y) alixs
acetaminophen . ((Clels 8-6 US L s 38/3L610-5 ) ibuprofen slac) &l (e iy a8 | <l )
ic ;3/4S/ek6 ) hydrocortisone i (4e a/aS/ikel ) diphenhydramine ¢ ( Lised dc jn/aS/3le15)
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B il < il A28 agaal (A el (lans (L o) sall Gyt (e Aol U8 (1100 e Y Cuny
. antihistamines (sbiugll Clalias 5 analgesics <ilifual) glac ) aley o (Say

rail) S 223005 Vg Clatie G )l & 58 VIg o dadlaall age (1 5 el LA sl (g 5IS)) ) peadl)
5 s sadll Q&) 5 Balal) Ay sVl 5 Al &y LD 13gd ST jlad ae 3815 38 13 5 CiEeS sucrose

3 DSl e (s slall IVIg cuad Je Hslais ¥ o aan . Al 4 5ISH CudliDU A gl 031 kel il
ALB/aS /55 8 ala

A 65 (e DSl aall ¢ Calialle (oSl el Gl (5518 ) emd gyl e LSS ;M 8 sl Jal s e
Lt 481 0 (5 )5 pall (g @i yall Shadl) (553 (azm yall (gl ¢ ASH Al 4 50Y @il Jlasina¥) ¢ aall () ¢
3 208 400 Aghs 5 <y yancal 1),y pud S 5 Aadladll ey I8 (il SN Gl sie 5 (BUN) <Y1 5 A sl
o)l (@l e

DS (e BN 5l L IgA D sma (msal) (B Bl Jaall LSS ) i IgA J IGE dlaal Gl sShdl e
common variable il plill delidl oo 5 JEEY) IgA st el Al maaaa 3l Cagan

138 A8l sl1 il jual) 8 e liall Gl g slally dallaall 2xy IgA O IGE Sl (55 5k (3 immunodeficiency
. SCID sl (535 0 (om o e Canl o3 A AiLYLy N3a s

186G oa a1 sef Cun IVIg O saling (pdll 5 (D337 e B ) IGA g (msall 5 (5 )5 pua H2all
e 7 saie Gl A (e daddia S0 5 aa |VIg &) pasiva | subclass deficiencies

Bone marrow transplantation sl Aig 5 -3

LA E 5 A SCID doanm aliae Lol um gl olil) (38 ¢ sk 331 Aalisy) dilaall Aallaall of cga p ) e
a3 13 daali 4 jladl o2a other stem cell reconstitution _AY! A dall LAY aw jisale] i alaell
Ly pe Lasae )el 3,5 Jae i SU £ 150500 G L eadl (e A5V A LY DA apal) pandi
. Juail

Y ol . %97 dlle ¢ iy Aallae 5 due gagl) A8 all ZELaYL SU £ ae Lad) Y3 (5SS
o0l O el clalall) lass

13} ¢ cpall sl aal 5l HLA-matched sibling aswill (381 5ill Siivaay 330 sia cu 8 oo olaall Ca3y U g yiial)
« haploididentical parent donors 4&Uas 4l 8 Aapa aa cpall sl (e 0 ge sl | (s 0 LAY IS
HLA 5/6 Ji¥) il sie ¢y se il 5 HLA-matched unrelated donors (il si ge 4 8l e (e ¢ 5 il
akall 15 5 graft failure askall [ suad jhad (S0 5 aali ) 5ilS Ladl allele-matched unrelated donors
£ o3 8 (s el 3l Jlaiinl) &) ¢ e la ¢ 55 bl LAY ddda 5 3S axe 5 GVHD sl 1
i Gusthe e GVHD prophylaxis sl aa azhall ¢)a (4 448501 i pretransplant chemoablation
Cplitlaa ye (88l ga e e aa (55 i Bae Le (S 5 ¢ Bildas g e e successful engrafment aakall
.nonidentical HLA-matched donors

32 .CMV ,HIV, hepatitis viruses Jis 2¥) Jol sall ¢ il 5 Al laa) Gy ¢ 55l J aiill ol
25-Gy 4e ya g G ) iy a3 Cilaiie IS GVHD (e 348 51 450 5l Aallaall (333 () Gany g 5 30
. Ji GVHD (s 45l
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<L slalll 44 335 5 purine nucleotide phosphorylase (PNP) deficiency s &bl ialladll sa BMT
4 el Aadledll 81 5 Omenn e 33kal Liayl 2ol Aadledd) o 5 ¢ canliall @ Sl il 53 Laxie 4, jlal)
. maternal cell engrafment 4 sa¥) LAY g1 533 Gana 4y 5 e g J Adlaiinl)

A0S Al LA Aals y S ¢ am el (0 %80 & SCID (o (o SV ALulidl Ja laals Jaill g5 oS
00 %70 o A8 La 25000 LA Aagh 5 <olS 5o 5 am el 6 survive )i ) oaa sl (50 %90
major histocompatibility _uSl sl 38l 53l Stxe Jasasi Jadi workup dexd) iad ¢ o jall 6 58

¢ 3 i) Alay S fully matched sibling JelS JSi L (381 53l jill 1aa) complex (MHC) typing
ol sl aad

asesi sle) wa laals S fetal peritoneal cavity osiall syl Casall 8 in utero aa i) & il ¢ )
Jifinal g Al 5o 3aal s Al A 5 X-linked SCID (== » & T-cells AUl LMAL reconstitution
g el (g md) diall an (e e 2l WA & 55 | interleukin (IL)-7 receptor a chain deficiency IL7
SRR A cm B e s cu B

other pharmacologic therapy 6 AY) Al gall ciladlaall -4
enzyme replacement <l 3L (2 g2l

polyethylene glycol-conjugated ADA & iwe <&y 4xley) o ADA-deficiency J 4l dalladl)
¢35 aelial agilla o alaie Wl 48 ) 2385 5 dueliall Cailla gl o jal) 3l i ) (s (PEG-ADA)
Ak ) are 53 JalS JS5 23 Y S1 5 ADA-deficient SCID (s o 52 lea) Uasi day 351 Aale Y)

. Aelid)

Interleukin replacement (S sl i) (s sas
- enlidl g haall 513 dar o8 BMT s Al dadlaall 58 (s ll [L2 (g5
: Cyclosporine and Interferon G2 AN 5 (o gee i)

ALY 5 cyclosporine Al s e lidll Janfill 58 SCID (o8 St 3Y) g1 5 Aol Sl Lo ) Aallad
( INF)-y interferon J 4Sedl

GVHDC)‘L @Mwu}su|ﬂtﬁuﬂ}0menn :\.A)mﬂ\alwdaaﬁu\ LB)H‘ XYY
el Jiy =0l sl maternal G seY)

: Genetic therapy 4l gl 4Aallall -5

@ Gilae 8 agedl Gud (il 5 ADA-deficient sl XL-SCID (s e s (Sae b (o8 4381 5l dalladl)

A7) sall gl Q8 jlalae ol jedl 4 jee i e (S5 dalladl) st ¢ HLA identical sibling <HLA
Ll Jans o)) oSy A1) 0 Aallaall &1~ 5i85 Murine sl )2 . clalanY) s failed gene transduction
I Y i) o3 o0 g A1) sl Aallaall 4 5yl Y dlae (ge waal) il L RAG2 5 JAK3 il ikl
T PRPCION: Pyt P USRI E
successful gene zaldl 37 sall el GV 3 40l XL-SCID J 4 ) o)) Aadlaall 4y jos 4y o Cida

Jadi | Sl amy &l g 5 J Joad 33 ClSH AL e gaud 18 DA 3haui Auada s T LA (4 ¢ insertion
Alse A e O3 aberrant &) o Il g 5lialll abian¥) 5 A7 sall joall Q8 458 pall je ) sal)
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O3 O uim yall gl Gabian¥l jlas 5 al clad jo cadl | SV o jall A diaay L DS |MO-2
el ol 4 jla Y glae 5 45 sall dalladll

4 &Sy Adladll 5 AT sal) 0kl A glaa Ledal (e i Il 5 SCID J (A 5Y) Axpall GIS ADA-deficiency
450 ) Aadlaall 261 A gla il gl (e a2 ) e | experimental phase aoadll Jshll (8 A5 8 5 i e
Aallaall OIS (any (8 Caadd ) 3 _phaall A Gld ¢ ADA-deficient peadl (Al SCID (oa el 3 S

CAS yidall y dlules Hoe (oaim ye sl A

transgene A siiall &7 sall 5 2 a8 s related Glrie 43l jelay 5 48, 5l dadleall WA 8 (bl 3k
DSy, Sl de ¢ e a8l se sl different vectors ddlise J8l 55 ae ¢aand 8 i) i) O 2 i Gandll
emotional and dshlsll &S Ll JSLiW) 5 cognitive abnormalities 4 el <l yhaadl 581 jlaa
Lae 3] Aapma dallas 1585 3 ADA-deficient SCID a0 2l Lad behavioral problems

Diet 4wmall -6

ol el 530 ilady s L)l sad JE8 5 e el JlgnsY) asm s 81 5 dpeal) Uil s gan aa o Y Lagae
daiad

LA

ciligaliadl) 5 clSiall 5 il jall (e 8IS A0S gl (ga Kl gy 5 jum ale LDAN i & gaall L2l slac)
ALY by plad 5 5 Lo dal) LA e i sale) plad Jina (e (it A0l (il

Activity Jladll -7

Ll aaad bty ¥ sy (ol | delial 3ol Ll et ad ll colitis) (sl dadd 5 gane i) L gec

" ' R

OSWal (8 ala U iah |, e i pall g A g pdl) CLLEY) Slad (28a] SCID J daea sb ¢ sibadd) g )l Jad
Gl jlaall | ajall sa¥) dawe Jie 28Ul Clale G jlas ge . pge ALl 5 ¢ b clibe ¢ o) Jie
2y ol Aaldl) dpeall Jin sl aa (4cladl A ) reverse isolation Sall Jjall (8 (ia el g g A8
el pai

Prevention 43l -8

<5 Y . population-based newborn screening &_easl) pebud e Gl gl mead Sl VI (e 335 SCID
¢Aadleall SU eay mans @llyy 5 ¢ ) 3k 08 ala )l SU JS5 2383 S 5 SCID (e geasal) il Ll
pee IS 5 g gl a5 LY e SCID o Coomal) sl Jumil Alany 53V 51 (5] i il) sy
.otherwise devastating condition z3le (525 el Allall 38 8 i (s
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T-cell &l LAY e Juaiinl il 53 2385 SCID O le el SSY) janall Gl sl S grana Y M1 s
T- Al LAl Jaite adati saleY byproduct la #iie & TRECs. receptor excision circles TRECs
B % A ja B plae aladiuls Al gl o e Alla die 8 CaSSS Gl & . cell receptor rearrangement

i o Lt 35S slacly @l LAY elALY) Glal gl ol (5 a3 L Ay =S unique molecular assay

. barely detectable «iSI ALiE alSIL 68 SCID < (mbadll

. Y 5384 e JUEA) TRECS 233 SCID (o~ 1 2 TRECs J pronounced deficiency gl sl ) gall Jaaa
S IS 35 Ay 5 i ye Tl e OF U8 R ) 5 il (e IS5 el 138 i ey
. survival il agica

4 sl @ saall i screening tool e 3138 microarray technology & sall 48 soad) 4 ~) &) 23
. SCID zease dilemma AlSial el Jall llallaall 38 ¢y A8 Ll (58585, SCID J 5355 1 Lo s SV

Lo ) 5oV 0 8 i LAY ¢l sal 7 581 oY Y (e e 8 e 3 Al clS 1Y) Ay ) g jaa A1 1) 5 LiuY)
e A7) sall Cadl S 13 ( chorionic villus sampling 43 s sSI clle S

Consultations <l Ldiuy) -9

Gl jal daalaldl (—,3;4 LA e (56K B aa0 g (Bandl g (dliA) ciiasll e foae SCID Juy ik
saley Ay el byl o o sy | JlaL Aiall tertiary 4l duls 81 e 8 £ldiad) 4 i 5 deled
L Leeo Taangll 5 a3l @l o365 3 (pne (& BMIT G e 15 Gue 3a) LDIAY) s i

e il sll /Al jall ¢ B subtle signs d&8all Gladladl Gla 4ol deliall jse il el 3 Jladl 58 LS
Aeliall Cadal il 55 )5Sl A8 pall dan) T due 2l LAY 150 5 apaid Aalall g daclil) cilly)

. clinical immunologist s_» !

Y e RIS 5 el 8 2ge Y1 il ye) el 5 AN Gl asY 5 LY

saad Gy pall Jsd L BMIT (328 5 ol fAelidl) (al yal a8 (o BLii O oy BMIT
85 all Ja (8 PEG-ADA « 4alladll i ¢ |L-2 i ¢ IVIg <« 2alladdl immunology/hematology

: Long-term monitoring Y 4l gk 4.8) 1l -10

J) il Jall ¢ SCID s 3o ¢ smily Gfiladl eLbal e e lial) Slead) 48 jal agiall <l 5 g Bl
A8 s (Sl 50 058 0l elBaaY) 5 (i) ABlall jeslic e T3 50m0 (5 JuaiY) 33le ¢ llas sy
O (el il G g i ) iy LA 5 LY bl G5 | YL agis) blis

allogenic hematopoietic stem cell ALleall aall 34 gall dae 32l WMAN & 55 O (e a2 ) Sle

s 34-2 3] aginlia 00 Liay 30 90 (e 2diad 21 AL sl 33 (8 SCID J <4Ls transplantation (HSCT)
¢ Daisall (g 3all GVHD S Uy s Aalel) sl gall o ST 5l sl g apal ) 5has sgdai (f L S5 < el
LR o3 38N e all Anlall 5 4351 e A3 LeY) Cny) AB Lelidl 5 ALyl el el
Fuay pal) aglial) 5 485l Aalall & i3 Al

Medication 4ilall ¢l yaaioal) ; Ludla
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Medication Summary 458 oails -1

J<i Trimethoprim —Sulfamethoxazol S e Cia s Sl G sall €Y ¢ Jal) cad 4 5all dadlaal)
G Bl a el g Bl g1 ) aa W s SCID @ mbeaal) JERI el (e (SEN el aay )
LS Gaiall

Sl e ) e B (a e A s BMT g0 J8 oY) e LB ary (IVIG ) a8l oliadl ol g lall
A A0 LAY Cailla 5 gy 1))

: Aggressive Therapy 4 sa¢ll Aallaal)
Broad wadhall daul g () 5S3 ()} iy (o sad JS cilabially dghaaill | i) 4y @l Sl ladl bl o
spectrum

¢13 s 5,4l Ganciclovir sl Acyclovir-Foscarnet  Jais Antiviral agents <l s yll sslizadll Jal sl
(VzZv)iakiall

Fluconazole daii ) shill saliadl dalladll | (CMV) dbadl s slaall sy 5( HSV ) daesadl Sadl (5 5
C il A ) 2 phall Dl JY) ball dalles 8 Amphotricin B . hlaall galall ciliaal ¢l

Intravenous immunoglobulin g8l (sUa) ¢l g slal) =2

class summary g5 gaile

IVIg Sl £ 55 .1gG J Y1 cashall nt e il 5 20l Lo 3O (e Gy, alindl) LA 58 IVIG
LA Alas 3ol i 20mY1 Gl e restore s3eY daxius o) (e Vg (5l doad) 3 Gl 4l
J terminal course (el ) Jaai 8 Jidy 2 Jy gha Allasiad (S, L83 ¢ 5 5 B-cells system 4l

.SCID

Immunoglobulin intravenous (Carimune NF, Gammagard, Octagam, Gammaplex)

lgriia Gy yall abaiog ¥ I |GG Sl o386y 5 1gG 6 siny Sl Juall e fraction s s> s IVIG
. oY) e 4650 passive immunization (sled) aiadll o4 daadlal) dads o),

Enzymes , Metabolic (=& ¢ cilay 331 -3
Class summary g/ ¥ geile

Ak gl (ead BMT G & ) (e sy () 5 SCID- ADA J88 (o e (53 Jandiay iy Y1 iy s
polyethylene glycol-conjugated ADA (PEG-ADA) « Aallaall ae 28L& 4 5 pud) Zlain) 5 duelidll
ADA s (ol

Pegademase bovine (Adagen)

Oe atdy 5 3 Giaill jaall 35 (5 ADA & PEG o) 8L ADA J modification Jsaedl
S sell (5l & A8 ADA 4ulled 238 Pegademase. (sl 13 immunogenicity due Liaiul
ADA. el 352l 5355 %8 il 5 adenosine s deoxyadenosine (= JSI Galdl il Cadal bloodstream
L YA (e %90 i Jd 138 5 PEG-ADA (3 &ie sl Liliae diay allay o) (Say
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Sulfonamides <lualilul) -4

Class summary g/ 5 gaile
PCP (o ASH Gl 4501 3 (Al Al 5 ATl b Jawiod 2 ol ol

Trimethoprim- ( Septra DS,Bactrim DS,Cotrim DS) J.3 s sisaldl g as 3 giras 53
sulfamethoxazole

Ll 5 Camia 5l T-cells 4l LA dcaiasiall il givsall Cas Jaxin Trimethoprim-sulfamethoxazole
BT dihydrofolic acid <S5 Laxiiy bacterial growth (s« sisall sall Ly 8. SCID (oxa e JibY) (5
Pseudomonas G liasll e Lo sl Qo] da paall 2l Jal sadl 3 asil jall 33laal) 4iillad

(= &e400 5 trimethoprim ¢ & 80 su sl elae 2 jlaaall JLdll e e 5 IS (s 5%y . aeruginosa

3 liiul Jimdy | el dextrose 5% e de 125 ) Judll e e 5 S it of caaa . sulfamethoxazole
o)Al juoaat gl Gl (¥ ana

Antivirals ,others W £ § Sl pill &idlias -5
class summary g/ =ila

sl JRY) O saling (i jall alame AN ¢ w5 sadll palaia¥) | acyclovir < @lai HSV,CMV,VZV
VZV 3 Galail amy 48 511 (Slaiony e sall Lt das 5 il kil Ll Gy 5 amy s 152 Ganciclovir.
&4 Y varicella zoaster immune globulin (VZIG) bl ol s slall ¢S WIDa i) 5 4elu96-72 5 sy
- Aadlal) de all e %50

Acyclovir (Zovirax)
Clels 8 JS dalia o 33/2a/30 1500 sl a59/3S/3e/65 4ile de ya Acyclovir b

YIS CIEPEPTAPE IVEN Wit Jil cle ja . Aalad sa3all AalaY) CNS infection 43S sl dascasll dlaall oy
TR

Ganciclovir ( Cytovene)
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