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3.1.2 &n573 IgG trough level wa IgG mg/dL fiaiumn / / []17od []Mailod
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- Complete blood count (CBC)
Quantitative serum immunoglobulin (IgG, IgA, IgM and IgE) levels

Ig6=___ (mg/dL) IgA=___  (mg/dL) IgM =___ (mg/dL) IgE=___ (mg/dL)

B-cell, T-cell function
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4. amaunazisn1s e
Brand ; Body weight kg; Dosage gram;
Start time Finish time

(ﬂummmuuuuma 400-600 mg/kg/dose nin 2-4 e nntfudl¥useduly trough level 1nnn3n 500 mg/dL
w%a Wiunnndi 800 mg/dL nselvisi bronchiectasis wsamséiat afiTuusa)
38u3usa: W continuous drip Taaudi 0.01 cc/kg/min (0.5mg/kg/min) LLa“Lw:Jﬂsmmmemnq 30 w1 usi'liiAu 0.08

cc/kg/min (4 mg/kg/min) uvindwasuazanusulaieonn 15 ummumiumuauaummi‘lu IVIG u&h 60 uii
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[ corticosteroid dauq (seu)
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wuINIIAIAUN1I3Tde1 Human normal immunoglobulin, intravenous (IVIG)
siniivlad Tsmnfiauduunsavilsunid (Primary immunodeficiency diseases)
1. szuuawidnslden 5

aaaylitinislden IVIG ananihanudnadsyiamiseil

1.1 n5¢i Post- Authorization 3

asdlflagihaundrannanidunaritiludadlasuenluiui Hututugihaaradoundia'le (life-
threatening) Tvuaawitinislyden IVIG ananiiavudvalsylasinandonisinem wianuuusnauns 19 IVIG
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1.2 ns¢ii Pre-Authorization ‘
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4. \nauvinsladen” )
nslaen IVIG Tulsaniauduunwsavilsusiifvaivuacssa’lulil
4.1 Wil luTsaniduduunwsasl suniuaavdsuiandoil

1. f{ihalsaniiduduunwsavdsugd atiaiune B cell 12u X-linked agammaglobulinemia, severe
combined immunodeficiency . .

2. ihalsagiiquduunwsavilsugd diiendidsuias immunoglobulingh wagiinnufialnflunissase
specific antibody 12fu common variable immunodeficiency, hyper IgM syndrome

3. fihalsagdfiduduunwsadlgund dliendlsuna immunoglobulin Uné wafimufiadndilunisasie
specific antibody t2u Wiskott-Aldrich syndrome, Hyper IgE syndrome, Specific antibody deficiency

4. ffihalsandAuduunnsaslsugfi ufavifisunar Immunoglobulin subclass Anind sufusinsdaiia
vagquiafianuAniln@lunisasny specific antibody

m\mswmja’ismuﬂununnwsaaﬂsmu auia 4.3 way lililalugihafiang Selective IgA deficiency
asanlifdaned wazaradluduesiasagihediasainiinniiy anaphylaxis ‘ledne
ununeue LnarrinsidadalsanidAuduunwsavdsuniusazuiia atluda 4.4

4.2 annsusnvnvaaiin (Clinical presentatlon)
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Spectrum of infections

Bacterial respiratory tract and gastrointestinal infections
o Haemophilus influenzae
. Streptococcus pneumoniae

v 91

* dd‘ eV as =3 U 2 ] o 2 dl o v o v o1 o ° o y 2
natunndgineuniugn msldanunnsnsaininauEinislianiiuus WaeendinisldneamsinnuiiduguantsdaldentinyT « detes 2
NAMZEUNITNNNIRMUN T TENAANWA TG LGS TmmfnL@uwﬁﬂﬁmmﬂﬁiLLW‘wﬁaﬁumudnmﬂ%mu@nmﬁ'ﬂmnLmeqﬁﬁwumif’i

a a o v = v '
AANARNUELNEUATHANNANAN 2



g1 3(2) Update wn.61
Staphylococcus aureus
Neisseria meningitidis
Pseudomonas aerug/nosa
Hadug Aaranule da Mycoplasma, Campylobacter, Ureaplasma urealyticum
Echovirus tflu virus sdeyviwuiiag
Coxackieviruses A and B
e Poliovirus
taanaTand aivdu  Pneumocystis jirovecii (Pnewpocyst/c carinif)
4.3 TsanfiquAuunnsavil suniiautnaie deeil
4.3.1 Predominantly antibody defects lsun
e X-linked agammaglobulinemia (Bruton tyrosine kinase deficiency)
Autosomal recessive agammaglobulinemia
Transient hypogammaglobulinemia of infancy
Common variable immunodeficiency
Hyper-IgM syndrome
Isolated IgG subclass deficiency
IgA with IgG subclass deficiency
Specific antibody deficiency with normal Ig concentration and numbers of B cells
.3.2 Combined antibody and cellular defects ‘lsun
Severe combined immunodeficiency (SCID)
e RAG1/2 deficiency/Omenn syndrome
e Reticular dysgenesis
e Thymoma with immunodeficiency (Good syndrome)
4.3.3 Antibody defects with specific syndrome ‘lgun
e Hyper- IgE syndrome
X-linked Lymphoproliferative syndrome (XLP)
Di George anomaly
Wiskott-Aldrich syndrome
Ataxia-telangiectasia and diseases of DNA repair defects
Cartilage hair hypoplasia
e  WHIM syndrome
uaaue fihaaswunnnedylvnisitdasia (Lﬂuu,wmuwLﬂmﬂnmimnuuoaaaummmmnmsmnLmeuaqu
suea'ldd da aummnmmﬂumamﬂmmmma ausINNTNUAFAT TIANTLNLREATANAY aud2
musmams‘tmmmma wiaaus a1 lsaniunuasalaudunvaddn) na 3-6 Ldau
4.4 \narrinnsitasdaTsnnilAuAuunnsadl suiluaasdiia
4.4.1 Common Variable Immunodeficiency (CVI)
Male or female, one of major isotypes (IgM, IgG, and IgA) < 2SD mean for age and all of the
following criteria
1. Onset > 2 yr of age
2. Absent isohemagglutinin and/or poor response to vaccine
3. Defined causes of hypogammaglobulinemia have been excluded
4.4.2 Severe Combined Immunodeficiency (SCID)
Male or female < 2 yr of age with either
1. < 20% CD3+T cells, an absolute lymphocyte count < 3000/mm3 and proliferative responses to
mitogen less than 10% of control or
2. The presence of maternal lymphocytes in the circulation
4.4.3 Di George anomaly
Male or female with CD3+T cells < 1500/mm? and at least one of the following:
1. Cardiac defect
2. Hypocalcemia of greater than 3 weeks duration that requires therapy
3. Dysmorphic facies or palatal abnormalities
4.4.4 X-linked agammaglobulinemia
Male patients with less than 2% CD19+ B cells in whom other causes of hypogammaglobulinemia
have been excluded and at least one of the following criteria:
1. Onset of recurrent bacterial infections in the first 5 years of life
2. Serum IgG, IgM, and IgA more than 2 SD below normal for age
3. Absent of isohemagglutinins
4.4.5 Autosomal recessive agammaglobulinemia
Male or female patients with less than 2% CD19+ B cells in whom other causes of
hypogammaglobulinemia have been excluded and at least one of the following criteria:
1. Onset of recurrent bacterial infections in the first 5 years of life
2. Serum IgG, IgM, and IgA more than 2 SD below normal for age
3. Absent of isohemagglutinins
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4.4.6 X-linked hyper IgM syndrome
Male patient with serum IgG concentration < 2SD below normal for age, normal number of T cells
and B cells and one or more of the following:
1. Serum IgM concentration at least 2SD above normal for age
2. Pneumocystis jiroveci in the first year of life
3. Parvovirus-induced aplastic anemia
4. Cryptosporidium-related diarrhea
5. Severe liver disease (sclerosing cholangitis)
4.4.7 Autosomal recessive hyper IgM syndrome
Male or female patient with serum IgG and IgA concentration < 2SD below normal for age, serum
IgM concentration at least 2 SD above normal for age, normal number of T cells and B cells, and
lymphadenopathy
4.4.8 Ataxia telangiectasia
Male or female with progressive cerebellar ataxia and at least one of the following
1. Ocular or facial telangiectasia
2. Serum IgA <2 SD normal for age
3. Alpha fetoprotein > 2SD
4. Increased chromosomal breakage after exposure to irradiation
4.4.9 Wiskott-Aldrich syndrome
Male patient with congenital thrombocytopenia (less than 70,000/mm?), small platelets, or male
patient splenectomized for thrombocytopenia, and at least one of the following
1. Eczema
2. Abnormal antibody response to polysaccharide antigens
3. Recurrent bacterial or viral infections
4. Autoimmune diseases
5. Lymphoma, leukemia, or brain tumors
4.4.10 X-linked lymphoproliferative syndrome
Male patient experiencing death, lymphoma/Hodgkin disease, immunodeficiency, aplastic anemia, or
lymphohistiocytic disorder following acute EBV infection
4.4.11 Isolated IgG subclass deficiency
All of the following
1. Reduction in one or more of IgG subclass (value below 2SD for age appropriate level)
2. No other cause of other primary immunodeficiency can be identified
4.4.12 IgA with IgG subclass deficiency
All of the following
1. Reduced IgA (value below 2SD for age appropriate level)
2. Reduction in one or more of IgG subclass (value below 2SD for age appropriate level)
3. No other cause of other primary immunodeficiency can be identified
4.4.13 Specific antibody deficiency with normal Ig concentrations and numbers of B cells
All of the following
1. Abnormal antibody response to vaccine
2. No other cause of other primary immunodeficiency can be identified
4.4.14 Reticular dysgenesis
All of the following without other cause such as malignancy or drug
1. Markedly decreased T cells
2. Decreased or normal B cells
3. Decreased serum Immunoglobulin
4. Granulocytopenia
5. Thrombocytopenia
4.4.15 Omenn syndrome
All of the following
. Normal or decreased B cells
. Decreased serum immunoglobulin
. Elevated serum IgE
. Erythroderma
. Eosinophilia
. Adenopathy
. Hepatosplenomegaly
4.4.16 Thymoma with immunodeficiency (Good syndrome)
All of the following
1. Thymoma
2. Decreased numbers of B cells
3. Decreased serum immunoglobulin
4.4.17 Transient hypogammaglobulinemia of infancy
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At least criteria number 1-4 at the initial diagnosis
1. Age < 2 years old
2. Decreased serum IgG and IgA
3. Normal numbers of B cells
4. No other cause of other primary immunodeficiency can be identified
5. Recovery after 2 years of age
4.4.18 Cartilage hair hypoplasia
All of the following
1. Normal or decreased numbers of T cells
2. Normal or decreased numbers of B cells
3. Short-limbed dwarfism with metaphyseal dysostosis
4. Sparse hair
5. Anemia
6. Neutropenia
4.4.19 Hyper IgE syndrome (sporadic or autosomal dominant form)
At least criteria number 1-4
1. serum IgE > 2000 IU/ml or more than 2 SD normal for age
2. Staphylococcal skin abscess
3. Pneumonia and pneumatocoele
4. Disorders of bone, joint, and teeth such as osteoporosis, hyperextensible joint, scoliosis, retain
primary teeth
5. Candidiasis
6. Facial features such as broad nasal bridge, and facial asymmetry
4.4.20 WHIM syndrome
All of the following
1. Hypogammaglobulinemia
2. Decreased B cells
3. Severe neutropenia
4. Warts or human papilloma virus infection
uanaig tnainsidadalsanfiduiuunwsasdsugniiveazuiianauda 4.4 dandasain
1. Diagnostic criteria for primary immunodeficiencies by Pan-American Group for Immunodeficiency (PAGID)
and European Society for Immunodeficiencies (ESID) Clin Immunol 1999;93:190-97.
2. Classification of primary immunodeficiency by Primary Immunodeficiency Diseases Classification
Committee, The International Union of Immunological Societies. J Allergy Clin Immunol 2006;117:883-96.
4.5 msms’aamwumﬂﬁﬂ’m’ms
4.5.1 mnansasrameviaslfiiinisisntlulunnsidasaasousn
e Complete blood count (CBC)
e Quantitative serum immunoglobulin (IgG, IgA, IgM) levels
4.5.2 wuansamamevasilfiinisiaisiarsanlunsifdadoniousn i
e  CD marker 12iu CD3, CD4, CD8 (Tcells), CD 19 or CD 20 (B cells), CD 16/56 (NK cells)
e Serum IgE level
e IgG subclasses
e  T-cell function
o Antigen specific antibody response
4.6 38u5uU15eN mu’mu’m’lmtausuuunmm’lnmssnm
4.6.1 58usunse IVIG uaraunaen: Busia 400-600 mg/kg/dose nn 2- 4 dlonvi andlulfusyauly trough
level 3nAnT1 500 mg/dL w3a wnnnI1 800 mg/dL aseliid Bronchiectasis usamsnnmamuusa
luuiensdianafiainuiniudaclilsuagenauiuduiiamainsinisiaidaisuuse Taalvluauia 400
mg/kg/day uan 5 fudacdadu wia 1-2 g/kg melu 1-2 Ju .
A8ususen: W continuous drip 1aen3uv 0.01 cc/kg/min (0.5 mg/kg/min) wasiindsunawvindanng 30 uav Tauiauin
7igafia 0.08 cc/kg/min (4 mg/kg/min) uay drip AueuuA
aauzlvitnasiadwasuazanudulaiann 15 w1 dousidusduauduganisiyi IVIG uad 60 vt dainnainisiu
uaznisunala drflansfadndlvinganislien uas Sneainsuw wininainsdnoldas tdu fainsdaudses thadses
wiarduldandsu indlaleanisan rate avsaaay 25-50
4.6.2 szuznalunmsti IVIG: duagdunfinuasisavianasifuasunndeidmmeasivnsitads dmsu
seagralunsugal IVIG &udu IgG subclass deficiency ananasauneanIs T IVIG nA9NTINE 6 Lhau 49 1 I uae
ﬂi“muﬂwﬂmumw:nu]unaa’tﬂ IVIG saiilasvidalai mvisumhummunu'unwsaam"Lnsumssnmmumsmmsﬂanmu"bu
nszgn Aluunwnedeidadansauwndyvinnissasilusfiasanliauiulunisuganistl IVIG auunasgiun1ssnen
4.7 sas'luirflusila terminally ill’
4.8 nsanuuuWasuifiuannadenazldondueiha®
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filauszazgaiing (terminally i) wanads filaalsanteniadsldaiunsoinmlél (incurable) wazliaruisadaslidanduanaiu
(irreversible) Galupauuinaaunndginm filaaz@edinlussazinandudu
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