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er — Night sweats + Weight loss

(L 43.7, N 13) Hb 11.7, plts 133

= ”1\ Lymphocytes, Hepar, Spleen 13.5 cm
red SOmg + Chlorambucil 8mg
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?£°WCC49(N103) Hb 11.2,
“* [gG 4.6, IgA 0.26, IgM 0.09 g/L
® Pneumococcal pneumonia, +ve blood cultures
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> Colnlele f tW|th natlonal shortage of IVIG
> Alnglf Owest effective dose of IVIG
F\J e« dose Py serum IgG or symptoms?”
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= fs@@ morbidities
— |HD incl previous coronary stent for Angina
— Diverticulitis
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Celsice aﬁﬁg@-\en{

(e C'rjesir.~ B ehiectasis
= VIBE de ciency A/G 52Cys
2 Fayy nc rnal B cells

]\/Uﬁ tf 1y IVIG (400 mg/kg/mth)

_ '_—-n- _._,-|—- '_

= Trough serum IgG 7.6, IgA 0.2, IgM <0.3 g/L

.

== Transfer to weekly SCIG 660 mg/kg/mth
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R \EVYN J\JD — Crolf]s r\,<JHgle
SRS, pl 103, WCC299(L233 N 6.3)
© Slger mf | dermat03|s Ringwoerm
r\mo,gJﬂe bd prophylaxis

= SCIC 5 1gG 13, IgA <0.4, IgM <0.3 g/L

—e — _._,-|—- '_
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—:;_.: '-eatment = FCx3

“J_:RTIS — —3 mthly, Amoxil responsive
- — Haemophilus influenzae

e Amoxil treatment 1g tds x14
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[ew 12 moniths Post F%, S
| S, x1.08/LC

EISENZIN mn%d‘unts
CD)IEYE IG5 S04 01 90I—300
=LV /’/Off/'/"% / '.éé//s
0E- C56- - 16% | 324 90 - 260
CLp 29.1% | 589 840 — 1710
,J_pf ~CD4+ 10.9% | 221 530 - 1350
ﬁi.: CD3+CD8+ 10.5% | 213 220 — 650
INaive cD4+ 13 154 - 700
Naive CD8+ 20 54 — 358
Naive B 3 58 - 338
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tonleefe 2l o) [FUST TRTEect

rec,_r.mq 5 0f Childhood”
— Molllu m contagiosum
— \j\/gt @;
=5 S0 e rﬂmal fungal Infections

BT RE atory Virus infections

_-'._..-l—

.5.:.4-:-:= Influenza RSV, Adenovirus

e

‘-*-’B'acterlal Infections
- — H.influenzae, Strep. Pneumoniae

® Sequelae
— Autoimmune disorders
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— |V[etit]f e _e arrest

— rJ/JUQEo imaglebulinaemia
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:--.-h *j?rewous exposure to CMV

- ® Complications of therapy
— History of Immunosuppressive agents

— Novel agents used in the salvage setting
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i Spleen or lymph node !

E CXCL12 &5 !

I |

Memory i :

Malve B cell Follicular B cell B cell i Long-lived i
| |

‘ l '1 plasma cell

@ ________________________ .
Inflamed tsue (1o o |

CXCL12-

EXpressing
stromal cell

Marginal- Short-lved
zone B cell plasma cell

lv ‘ k)

—CXCL12 Plasmablast S saag
(CXCR4  ({
expressing) =

Short-Ived Apoptotic |
plasma cell el e

Apoptotic fmm = mmmmmommme oo oomeon
cell Resolution of Inflammation

Long-lived
plasma cell

Long-lived
plasma cell

’ (CXCR3

Plasmablast {CXCR4 expressing)
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-:pg&, ulatory T cells

N
- —* —I—P A

ﬂdICeS of peripheral expansion
':: - Cytokine receptor expression

"= T + B cell differentiation
® TCRVp cell receptor repertoires
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LVIaCropInocytosis as'a Mechanisiiiof
r\f ay EpitrelizikCell EntTy'bﬁ(lTHl

‘human airway epithelium
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FIG. 7. 16HBEI4 cells infected for 24 hwith NTHI 2019, The specimen was|

Ketterer M 1999
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PlisgligIsSies & Delays Onset offinfections
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Mo antibiotics
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Antibiotic prophylaxis

Time to Infection

Baden L 2006
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' tienza Prophylaxis "
ARREX A : Seriou&Underlyiﬁgﬁc';ﬁuon

.condary pacteriallinfection after flu

L F vanced Chronic Ness Iikely to be

*- Patlents recently discharged from
hospltal having been treated for a serious
Iliness, whose recovery would be
destabilised by a severe viral iliness

DOH Oct 2009, Prophylaxis for HIN1
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Summary of recommendations

Haemophagocytic
lymphohistiocytosis/
haesmophagocytic

syndrome

I s |
—
—
|

Multiple myeloma

NO

Condition Recommend? Recommendation/ | Alternatives
Evidence grade
Short-term | Long-term
Immunology
Primary B, llb None
immunodeficiencies
Haemato-oncology
~ Low serum IgG levels B, llb None
~ following HSCT for
malignancy
Chronic lymphocytic A, lb Prophylactic
leukaemia antibiotic

C,

Corticosteroids +
immunomodulation +
antimicrobial

agents

A, b

Antibiotics (therapeutic/
prophylactic),

immunisation
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55% CLI
e 5% ='EI\/IyeIoma
2 DJ/,) = -, Low serum Igs post BMT
=== "‘fﬁf - |nfection post BMT
= *"18% Other

-

1st National Audit Ig Database
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— Loy Tum lgs AND/OR
—~ rluor? Infiection

- R( r?e acebo vs IVIG 400 mg/kg/month
rlal Infections 23 vs. 42 p= 0.01

S

ﬁ ’3

OW

_-’._-— e

}l year of IVIG 14 vs. 36 p = 0.001

_-_ i

-® Pelays time to first infection p = 0.026
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VIE Lt-aﬂg,'l\/l Myedum?“ —

> 9 rrmln ~ Benefit RR (95% o )
- Jurvjvr 1.36 (0.58-3.19, 2 trials)
= Vel f~mfectlons 0.45 (0.27-0.75, 3 trials)

===¢; mlcal Infections 0.49 (0.39-0.61, 3 trials)
i:‘:l,\_llG not for routine use even with low

serum lgs and/or recurrent infections

e |\/IG - consider on an individual basis
Raanani 2009
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=3/ ‘_eas of enlarged LNS
Sl ‘a' =110g/dl / Platelets = 100 x10°/L

-,_-_‘, _ Qe B

———— >3 areas of enlarged LNs

o -—l_.*—-'

-~ — Hb > 10g/dl / Platelets > 100 x10°/L
= Stage C
— CLL with Hb < 10g/dl / Platelets < 100 x10°/L
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TEG_/ SCIG used

Post-chemotherapy

To support further chemotherapy
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Dzlt lngFJ Weddlng
SEE[ONT ~out of hospita
gcl-e need for blood products

e —

_ 'e‘ép me well whilst other treatments
"Work
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Pharmacokmetlcs off 196
IVAIG/ANIG /- SCIG

Intramuscular (observed)
Subcutaneous (observed)
Intravenous (calculated)

<y
P=3
N
o
=
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=
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o

14 21
Days after injection
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Waldmann & Strober 1969

0.0 10.0 20.0 30.0 40.0 50.0 60.0 70.0 80.0
IgG Survival Time T1/2 Days
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— IVIG treatment at enrollment SCIG treaiment af enrollment
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Children (n=15) Aduits [n=22) Adults {n=10}

Basclime ™ & months 8 [0 smonths

" F-vesi ai 10 meomihs vs. bascline: p< LS

Gardulf JACI 2004
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“Adjust dose by serum IgG
~ or symptoms?”
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DSE
— 400 — jf@ mg/kg per month
SNREVISE i)*se it Bedywelght changes

Jm rer\f.ch |

2 — 3 weeks
= 1 — 2 weeks
= :.'IVF de IVIG vs SCIG

- 'I\/Ionltoring Clinical + Lab
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Lucas 2010
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Immui oglc)b‘n'h% -
VL w‘t'mr.o,nc IS

:l _- month
0 + 0.29 vs 0.53 + 0.20 p<0.01
| e_rum 19G g/L
2+24g/Lvs89+26 n.s.d.

_l._h_
N

. - — -
e —— -

J, | érease in dose for same increase in 1gG

e

& 5
E— —

~® |nfection scores n.s.d

83% had Infection scores <2.5

Lucas 2010
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