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1. Supplementary Figures and Tables
1.1. Supplementary Figures

Supplementary Figure 1.
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1.2. Supplementary Tables
1.2.1. Supplementary Table 1. Quantitative analysis of specific antibodies of 9 patients with CMMRD.
	Parameter (units) 
(reference range after vaccination or infection)#
	P1
	P2
	P3
	P5
	P6
	P7
	P11
	P13
	P14
	P16

	anti-Diphtheria-toxin-Ab (IU/mL)
(>0.1)
	neg.
	0.22
	n.d.
	n.d.
	n.d.
	0.16 
	n.d.
	n.d.
	0.05
	0.05

	anti-Tetanustoxin-Ab (IU/mL)
(>0.1)
	neg.
	0.29
	n.d.
	n.d.
	n.d.
	0.19 
	n.d.
	n.d.
	0.03
	3.15

	VZV IgG (mU/mL)
(> 60)
	neg.
	132
	n.d.
	pos.
	n.d.
	neg.
	n.d.
	n.d.
	pos.
	n.d.

	EBV (VCA) IgG (U/ml)
(> 9)
	n.d.
	neg.
	pos.
	n.d.
	n.d.
	neg.
	n.d.
	neg.
	pos.
	n.d.

	CMV IgG (U/mL)
(>15)
	pos.
	n.d.
	pos.
	neg.
	n.d.
	n.d.
	n.d.
	n.d.
	pos.
	n.d.

	HBS-Ab (IU/L)
(>100)
	neg.
	150
	n.d.
	neg.
	146.58
	neg.
	n.d.
	>100
	n.d.*

	n.d.

	Morbilli IgG (U/mL)
(>0.15)
	neg.
	169
	n.d.
	neg.
	n.d.
	n.d.
	n.d.
	n.d.
	n.d.
	n.d.

	Rubeola IgG-Ab titer
(>10)
	18
	n.d.
	n.d.
	n.d.
	n.d.
	n.d.
	n.d.
	n.d.
	n.d.
	n.d.

	HiB IgG (mg/L)
(≥0.15)
	neg.
	4.2
	n.d.
	n.d.
	n.d.
	<0.11
	<0.11
	n.d.
	1.93
	2.31

	Pneumococci IgG (mg/L)
(>15-270)
	pos.
	14.6
	n.d.
	n.d.
	n.d.
	5
	n.d.
	n.d.
	3.8
	103

	Anti-nuclear Antibodies (ANA)
(negative when ≤1:80)
	n.d.
	neg.
	n.d.
	n.d.
	pos.
	neg.
	pos.
	neg.
	n.d.
	n.d.



* P14 has chronic Hepatitis C and is anti-HCV IgG positive (not shown), furthermore suffered from parvovirus B19-related erythroblastophthisis after chemotherapy; 
#, although requested, vaccination and infection histories were unavailable from most patients; isoagglutinin analysis was only performed in two patients (normal, not shown).
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1.2.2. Supplementary Table 2. Number of unique IGHG and IGHA rearrangements.

	CMMRD patients
	age
	number of IGHG rearrangements
	number of IGHA rearrangements

	P11
	7
	263
	305

	P16
	8
	239
	255

	P5
	10
	121
	132

	P14
	7
	178
	139

	P13
	10
	198
	85

	Controls
	age
	number of IGHG rearrangements
	number of IGHA rearrangements

	NWK56
	6
	101
	200

	NWK64
	7
	 
	69

	NWK61
	8
	 
	55

	NWK66
	9
	47
	76

	NWK57
	14
	197
	177

	NWK42
	15
	130
	106

	NWK5
	15
	 
	103

	NWK53
	18
	423
	405

	NWK43
	20
	224
	221

	NWK303
	22
	545
	812
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5.

Laboratory:

1.1. please analyze the cellular immune status (T, B, NK, naive T, T and B memory cells) and send
us a copy of your results; alternatively send 10-12mL EDTA peripheral blood overnight to
Graz (arrival Mo-Wed 9 a.m.!, please preannounce) for these analyses— Thanks!

1.2. please analyze IgG, IgA, 1gM, IgE, IgG-subclasses, 1gG against tetanus toxoid, diphtheria
toxoid, pneumococci, haemophilus infl.B, if possible also: varicella, EBV, measles, hepatitis
B, isohemagglutinins, paraproteins; ANA +ENA if pos., dsDNA-Ab, Cardiolipin; compare the
results to vaccination history, blood group, and send copy of results— Thanks!

History (please check the circles and fill in data):

2.1. Family history of immunodeficiency or increased risk of infections

2.2. Hospitalizations due to infections / for i.v. antibiotics (how often, length, ICU?)

2.3. Reactions/complications after live vaccines () no pathologic: ___
2.4. Healing of the navel/omphalos O normal pathologic (>3wks): ___
2.5. Growth during childhood, percentile deviation O) normal deviant: ___
6. Infections
2.6.1.Frequency O no Oyes n=___per month, ___peryear
first presentation of symptoms: ___
2.6.2.Severity O simple viral (O complicated viral (O simple bacterial
Q invasive bacterial Qinvasive fungal QO other
describe: ___
2.6.3.Localization O ENT QO lungs QO bones (O meningitis

(O organ abscesses O other: ___
2.6.4.Infectious agents

QOnottested (O normal spectrum (O opportunistic QOname: ___

QO other:
2.6.5.Response to oral or i.v. antibiotic treatment O normal (O delayed (O refractory
2.6.6.Requirement of corticosteroids or immunosuppression: O no yes:

2.7. Autoimmunity | Immune dysregulation
2.7.1.Granuloma (localization, course, histo.) Ono (Ovyes:___
2.7.2.Autoimmunity (organ, course, treatment)(Ono (Oyes: ___describe: ___

2.7.3.Relapsing fever: O no QOyes: __(+symptoms?)

age atinitial presentation: ___ interval: ___ duration of flare: ___
2.7.4.Lymphoproliferation, Splenomegaly Ono Oyes:__
2.7.5.Hepatopathy, Cholangitis, Cryptosporidium infection Ono Ovyes:__
2.7.6.Inflammatory bowel disease O no Oyes:__

2.8. Other (please describe and / or send medical report)

Malignoma (diagnosis and first presentation):

(O chemotherapy () radiation therapy (O allogeneic stem cell transplantation
Clinical / physical status (please describe abnormalities or attach report)

Lung function tests, Chest-CT, Abdomen-MRI (please attach most recent reports)

© & contact: markus.seidel@medunigraz.at | mob 0043 316 385 80215 | secr 0043 316 385 13485 | fax 0043 316 385
13717 | Pediatric Hematology-Oncology | Medical University Graz | Auenbruggerpl. 38, 8036 GRAZ, Austria




image1.jpeg
’ frontiers




