KUINNAIAUNTS I8 Human normal immunoglobulin, intravenous (IVIG)
Fousld lsaanenszezilBuunauy (acute phase of Kawasaki disease)
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0.23 WWiumsitedeusnlsaiiflonnsadretueenuds tiun lsaRndelasa (du measles,
adenovirus, enterovirus, Epstein-Barr virus), scarlet fever, staphylococcal
scalded skin syndrome, toxic shock syndrome, bacterial cervical lymphadenitis,
drug  hypersensitivity  reactions,  Stevens-Johnson  syndrome, juvenile
rheumatoid arthritis, Rocky mountain spotted fever, leptospirosis, mercury
hypersensitivity reaction (acrodynia)

4.3 Afadulsalaldasudiunuinugiuesnnenn (incomplete Kawasaki disease) Watin15ns39
yaviosUfURN s 1FAUIsA manueives American Heart Association Lag American
Academy of Pediatrics (AHA/AAP guidelines) I¥undeladonierasolud
431 §@A1 ESR > 40 mm/hour kag/130 CRP > 3 mg/dL $auAUNANITATITIN

ot fuRnsBununnuAnUnicaud 3 Fetuly Tdun
® ALT 409125 WiwesAuni

WBC count > 15,000/mm’

finglafinans (Wewfieufuonguesdiiae)

platelet count > 450,000/mm? (ldannin 7 Tu)

nsasaataangwuidiniienun > 10/HPF

® serum albumin < 3¢/dL

4.3.2 A5RNUANURAUNAYDY echocardiogram
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o fwnalinuanvndug vedld
o Ml IVIG dose winaSaAuliudrunund 36 - 48 Halustaedmsiildey
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Wenluunn 2 ndusetmings 1 Alandusends Tnensldedilondaden (singe dose) meluszey
10 Suvdsnizuild ilesniivdngwinnislrenfuninszesnandnanlilivsslonilunisinw
TWes838 continuous drip Tnedulienluruin 0.6 fadansdedmings 1 Alansusedalus uaz
Fudnsadsasviniann 30 wift uegeanliiiu 4.8 faddnsermiing 1 Alansusedalug) auld
Sl VG Tty 12 49l
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6.4 AI3Y11 echocardiogram $17 2 1ieu ndaSute
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KUINNAIAUNTS I8 Human normal immunoglobulin, intravenous (IVIG)
k74 1 v ay o L] a . . . o .
Uausld Tsagliquiuunwsasdgundl (primary immunodeficiency diseases)
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4.1 91 suansn1eAaln (clinical presentation)
411 fnmzdadevessruumadumela wagszuudug Idvos wu Yeasniay onLay
lyfasniau nsandelumaiuening auesinle msAneusaRmT Msfinde
Y0938 UUNTEYNLALNE LD Beorasuusiistuindelunseuadon Taedl spectrum
youdorauandtilumsned 1
4.1.2 mMsns1931aneivaslunisidedelse Aeeranuiuingates e1ansaalinusiey
divdesvidesiounouda

[y

4.1.3 finansnsmaieslfuinishatvayunisidanelse dwuanslilunisen 2

a [ a

] dy v & a :91’ Y 1 1% 1
M13797 1 spectrum vauendnluanvnvansiaaluduilglsagifuiuunnsasuguqd

Y

A. Bacterial respiratory tract and gastrointestinal infections
® Haemophilus influenzae
® Streptococcus pneumoniae
® Staphylococcus aureus
® Neisseria meningitidis
® Pseudomonas aeruginosa

® L%a?)'u"‘] fonanuld fie Mycoplasma, Campylobacter, Ureaplasma urealyticum

B. Enterovirus

v A

® Echovirus LU virus dfuinuyas

® Coxsackie virus A LLay B
® Poliovirus

C. Opportunistic organism WU Pneumocystis jirovecii (Pneumocystic carinii)

a /. a

M13797 2 Han1sATIRIMSiasUURANMssTuayunsIladelsaiANAuUNNIaeUguY

v

4 a wva Ao & aa o &
A. Naﬂqﬁﬁ]i"]"\]VHQWQQUQU@ﬂ’]iWQWLUUIuﬂ'ﬁ'JU"\]QEJﬂiﬂLLiﬂ
® Complete blood count (CBC)

® Quantitative serum immunoglobulin (IgG, IgA, 1gM) levels
B. Han13nsaNIeiosUUiRn1sniasiansanlunsitiadeasausn

® CD marker 1 CD3, CD4, CD8 (T cells), CD19 or CD20 (B cells), CD16/56 (NK cells)
® Serum IgE level

® |oG subclasses

® T cell function

® Antigen specific antibody response
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4.2 wnaeinTiladelsngiAuiuunnioswguniiusazyiin

4.2.1

4.2.2

4.2.3

4.24

4.2.5

4.2.6

Common Variable Immunodeficiency (CVID)
Male or female, one of major isotypes (IgM, IgG, and I1gA) < 2 SD mean for age and all of
the following criteria
1. Onset > 2 years of age
2. Absent isohemagglutinin and/or poor response to vaccine
3. Defined causes of hypogammaglobulinemia have been excluded
Severe Combined Immunodeficiency (SCID)
Male or female < 2 years of age with either
1. < 20% CD3+T cells, an absolute lymphocyte count < 3,000/mm?® and
proliferative responses to mitogen less than 10% of control or
2. The presence of maternal lymphocytes in the circulation
DiGeorge anomaly
Male or female with CD3+T cells < 1,500/mm3 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
X-linked agammaglobulinemia (XLA or Bruton's 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. Absence of isohemagglutinins
Autosomal recessive agammmaglobulinemia
Male or female patients with less than 2% CD19+ B cells in whom other causes of
hypogamma-globulinemia 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. Absence of isohemagglutinins
X-linked hyper-lgM syndrome
Male patient with serum IgG concentration < 2 SD 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 2 SD 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)
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4.2.7 Autosomal recessive hyper-lgM syndrome
Male or female patient with serum IgG and IgA concentration < 2 SD 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
4.2.8 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 > 2 SD
4. Increased chromosomal breakage after exposure to irradiation
4.2.9 Wiskott-Aldrich syndrome
Male patient with congenital thrombocytopenia (less than 70,000/mm3), 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
4.2.10 X-linked lymphoproliferative syndrome (XLP)
Male patient experiencing death, lymphoma/Hodgkin disease, immunodeficiency,
aplastic anemia or lymphohistiocytic disorder following acute EBV infection
4.2.11 Isolated IgG subclass deficiency
All of the following
1. Reduction in one or more of IgG subclass (value below 2 SD for age
appropriate level)
2. No other cause of other primary immunodeficiency can be identified
4.2.12 1gA with IgG subclass deficiency
All of the following
1. Reduced IgA (value below 2 SD for age appropriate level)
2. Reduction in one or more of IgG subclass (value below 2 SD for age
appropriate level)
3. No other cause of other primary immunodeficiency can be identified
4.2.13 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
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4.2.14 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
4.2.15 Omenn syndrome
All of the following
. Normal or decreased B cells
. Decreased serum immunoglobulin

. Elevated serum IgE

1
2
3
4. Erythroderma
5. Eosinophilia
6. Adenopathy
7. Hepatosplenomegaly
4.2.16 Thymoma with immunodeficiency (Good syndrome)
All of the following
1. Thymoma
2. Decreased numbers of B cells
3. Decreased serum immunosglobulin
4.2.17 Transient hypogammaglobulinemia of infancy
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
4.2.18 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
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4.2.19 Hyper-Igk syndrome (sporadic or autosomal dominant form)

At least criteria number 1-4

1. serum IgE > 2,000 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
4.2.20 WHIM syndrome

All of the following

1. Hypogammaglobulinemia

2. Decreased B cells

3. Severe neutropenia

4. Warts or human papilloma virus infection

nungg N sitadelsagiiauiuunnsesUsugiusazylinnude 4.2 Anudasain
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.
Wanlkaruauls msldenlasuansidedelsaiiududridndunislderegrdiaumama
anuneuaenalilldunsvaesmnnlissymsidadelsamade 4.2 deladenislifugiae
5. inaustaydifinaslden
ousfAmsld VG Tulsanfdufuunmsesugugd (primary immunodeficiency diseases) faeinasi s
5.1 seslidugieszezaaing (terminally il) '
5.2 NU’JEJIMUm’m‘uaamwLﬂuiiﬂmmﬂumwsaa%mu (primary immunodeficiency
diseases) Uszinnlauszinnmilaail I@EJ@Jmiiu‘UGUEJIiﬂEJEJN‘U@Lﬁ]uﬁﬂmﬁ]’]i"lﬂw 3
521 Qﬂaaismu@mumwaaqﬂgmguﬂiumwmﬂ B cell 11 X-linked agammaglobulinemia,
severe combined immunodeficiency
5.2.2 fUaslsagiduiuunnsesguniusuiandifiuiuna immunoglobulin #in waziindnu
Raun@lunisasng specific antibody LU common variable immunodeficiency,
hyper-lgM syndrome

' {thesvavgaving (terminally ill) visneis N‘U’JEJI?@‘WNﬂ?ﬂ%ﬂlﬂﬁﬁmﬁiﬂiﬂwﬂﬂ (incurable) wazlslensnsotaeliiRnduenitu Greversible)
Falurmuiureunnddn fasasdeTinlussernmdudy
wnaw fUedinanasliiunmsshvwuulssAuuszaes (palliative care) Inesjarislianrnunduthnuazenamndnsumadudiyy
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5.23 fUanlsanfiquiuunniesugugiuszianiiiuiuna immunoglobulin Unf usil
ANURAUARTUNT8519 specific antibody 1@u Wiskott-Aldrich syndrome, hyper-IgE
syndrome, specific antibody deficiency

5.24 fUaelsagiiduiuunnsesUgugiuszianiifiuiui immunoglobulin subclass
AnUnd Taufuiinsindeven veedimnuiaunilunisasne specific antibody

5.3 laflagefifinme selective IgA deficiency \ilesnlaififoust uareradusunseseliae
iesniAnnnzueuniludndaldiiuannsly vic
5.4 finsnseniuunesuiifunislientind a2) nnadaildefudae

A5197 3 MePplingifuiuunnsasugugliuiasiln Ndasldsumsssylunuunasuveeydanmslden

01 Common variable immunodeficiency

02 Severe combined immunodeficiency (SCID)

03 DiGeorge anomaly

04 X-linked agammaglobulinemia (XLA or Bruton's agammaglobulinemia)
05 Autosomal recessive agammaglobulinemia

06 X-linked hyper-lgM syndrome

07 Autosomal recessive hyper-lgM syndrome

08 Ataxia-telangiectasia and diseases of DNA repair defects
09 Wiskott-Aldrich syndrome

10 X-linked lymphoproliferative syndrome (XLP)

11 Isolated IgG subclass deficiency

12 IgA with 1eG subclass deficiency

13 Specific antibody deficiency with normal Ig concentrations and numbers
of B cells

14 Reticular dysgenesis

15 Omenn syndrome

16 Thymoma with immunodeficiency (Good syndrome)

17 Transient hypogammaglobulinemia of infancy

18 Cartilage hair hypoplasia

19 Hyper- IgE syndrome

20 WHIM syndrome

6. Wwmefinuzihuazisnslve

Budy 400-600 Tadnfuretininga 1 Alansudends n 2-0 &k anduuiusedulily
19G trough level 11nn41 500 Aadnsusewndans wie u1nndn 800 fadnfusewnddans nydifiil
bronchiectasis w’%amia@ﬁ?aﬁ@ut,lﬁq

waewe eusazUITmenaiiisnslreiunnsieiu Tusnendslieanenasifueineulsion

"usaiushwdeyaliifieldidundnglunisasiseunislden lnemhenunsiiuguansddldendyd 22)
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7. szagiaanlun1sinm

Juagiuriavedlsaunznasfioveunnddidads Tnsusaiuinfihedanusuiusdedd v
sowfloaselal wunsdl IeG subclass deficiency 913NATUIMEANTITI IVIG 18aN155n1 6 wiau 9
1 U dwiufihogiiduiuunnsesilddunsnudenisugnanelunsegn msliunmdiidedonso
wnngginn1ssnwnduginnsanlianudiulunismeanishi IVIG auuasgiunissne
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KUANNAINUNTSIEET Human normal immunoglobulin, intravenous (IVIG)
Jaueld 1sA immune thrombocytopenia ‘Uﬁﬂ@'ﬂuiﬂ

1. szuuaydRnislden

vooysiAnslden VIG :nmienuavsusslend nendinisinu (post-authorization) 1leaan
feandugfiinandeoinisenidu ussduludesldfueedwiuhifazduoaviliihede i
19 Tnedimsameidouwnmd anune1uia wasUienawinnissne fumhesaudniusslev
2. ANANUAYDIEAIUNYIUTA

Huanumeradifiunmdiamgnanaissylilude 3 wasdunndlamznisainiduiniouas
Smguasnudamunsndeuiionsaviinannlsauaz/mien1sinu

3. auauUAvaunndginn1sine

= ¢y Yy o wa A a o = =
Duwnmndgdermnailasuntdsdesudivieydidnsnnuumeaniluaiviongsaansisadon v3e
auavlafindneuazuzssluin JsufuRnuluaauneiuianude 2
4. \nausteydinislden

6 o

audian1slden IVIG Tulsa immune thrombocytopenia %linsuwse Ingilinaueinail

4.1
4.2

4.3

4.4

sosldidughessazaniing (terminally ill) '
AUsudarswaulRlilden IVIG lalaiu 2 nfusdeilandu den1ssulilulsmenuia 1 A
wagldlvigngnlunisshwasuseaiy

Juguaenlasunisitdadeindulsa immune thrombocytopenia ifla1n1sguns lnedl

(%
=]

NAUTATUNIUYNURAIL

4.3.1 TidensenAnunAfiinaindrunundndens

4.3.2 il isolated thrombocytopenia $3ufiUiiiIuIu megakaryocyte lulunszanund

433 Liflewvndu q vessiuauindaiend 1wy faide o1 sy

434 Gulumunasilude 4.3 absolute indication ¥38lude 4.4 relative indication Teladentls

n3aidl absolute indication Iﬂ&lﬁgﬂﬁﬂi‘iﬂ immune thrombocytopenia ﬁmmiq‘uuﬁﬂ July

panaiasUiunndeddl

a.4.1 1ld VG Wusrauiuwsn waghdld vic WHusndedlunisdnu el VG saufu
INanLaen uarADSAlAAINDIDER

4.4.2 Fununaadentisenin 20,000/mm?

4.4.3 flangidenoensuLsiiignaiudedin liud nizidensenlueioazdfy 19y aued
Uan 1097109 9099N LAZYULAUDINNT

4.4.4 191 VIG nendansiinissneunnsgiu wailineuauedsion1ssne 1wy anti-Rho (D)
immune globulin, ABSAlAALATEEA WsBINAAIEEAIINAUADIALAALATOIAUIY 37 TU
Smaiidrunundndenmunniiedsiuiuanad

U svezaaving (terminally i) wanedis gUaelsameniedslidasnsasnule (incurable) waglianansadielidindusiiu
(irreversible) @slupruiuresunmddinu flheandeiinlussoziiandudy
wnaw fUedinanasliiunmsshvwuulssAuuszaes (palliative care) Inesjarislianrnunduthnuazenamndnsumadudiyy
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4.5 n38ldl relative indication laegUqel5A immune thrombocytopenia fisndudodldsunis
fingina Tnefinausinsudunndedsil
4.5.1 H31uundndantioenia 50,000/mm> Naun1sHIsn
4.52 195U AesAlAdamsees wag anti-Rho (D) immune globulin W& weldanuisa
dinsunundadenlifuinndt 50,000/mm? 16
4.6 finsnseniuunpsuiifunislientiod a2) naadaildefudian ™
5. Yungiuuztiuaziznislien
Fnwazdlvg) Welumuin 400 fiadnsusiotniing 1 Alansudetu Wunan 2-5 Su vide Trerly
qun 1 ndusieduing 1 Alansusdety iunan 2 Su Tneduleluvuin 0.6 Sadansaermingy
1 Alanfusietalus LLazLﬁué’mmﬂ%”’qamm&f’mﬂ 30 Wil (VuIngEsgAlifiv 4.8 fndansderniing
1 Alandusiodalug) auldsnsitli MG Tevualu 8-12 F3lus Iegradefiaes 24 Falumdannslden
ASausn
nugwn JUhendinisindy lddnegluinaeinseud@inislden VG

Hlsaiusnndeyaliiielddundnglunsasivasunislien lnembenunmsiiiuguansddldendayd 22)

209



KUINNAIAUNTS I8 Human normal immunoglobulin, intravenous (IVIG)
JauslY autoimmune hemolytic anemia (AIHA) Nlsinaudussnanissnun
AUVUABUVDINAITFIUNTINERazTiaIn1sTusseiionaludunsiefaundin

1. szuvaydianslden
vooysfAnslden IVIG :nmingnuaniusslen] nendanisinu (post-authorization) 1le4a7n
freandlugfiinandeoinisanidu ussduludosldfugogaiurisifazduoalniiedein
1o Tneinsameidouwnmg anmuneiuia wagdiendwinissnw Aumbenudniusylo
2. AMANURAYDIAAIUNEIUTA
Juaaungiuiaifiunmdianignismuissylilude 3 wasilunmdanznisanvduiniouay
Smguadnudgmunsndeuiionssiinanlsauas/mion1sinu
3. AnauUAvauWndginn1sinen
Duuwndidervgitldsundsdoeyianiodidnsanunneaniluaiviengsaans nio
o1gsmanslsadon JeuftRnuluaniuneruianude 2
4. \naustaydifnaslden
ouiiAn13l4 VIG Tulsn autoimmune hemolytic anemia (AIHA) tilaasunuideulufasellil
4.1 dedlidufeszezaniing (terminally i) '
0.2 Wsumsitadeindulsa AIHA manasiasuyndeselud
4.2.1 Junnizladinaresia acquired hemolytic anemia
4.2.2 ATIVTNMYNUDINTUAAIVDILATNNN A1 B1alduaznule
4.2.3 py1vadiusiden wu spherocyte, polychromasia way nucleated red blood cell
4.2.4 p579 direct Coombs’ test lfnauan saufunistiiniuves reticulocyte count was
M3n5399U bilirubin Tuilaane (ndirect bilirubin \isigstuludon)
43 limevauesienisdnuiniutunouvesuInsgiunisine Iiun linovauesde
corticosteroid kazn13liaen
4.4 fiornsquussiionafudunsieduddia 16un unstable angina néaiilewalanigain
N15U1ALER (myocardial infarction) #1la1e wag stroke
a5 Lidufihedin Wesannliivdnguatiuayu waziindlngflinevaussienisinuise
VIG wilenluruingeunn (W 1 ndusiodudng 1 Alandu bunan 5 u) wéia
4.6 finsnseniuunpuinfunisliontiod a2) naasaildefudiag ™
5. wungiuuzi wazdsnslen
400 - 500 fadnsusdevndnda 1 Alanfudetu Wunan 4-5 Yu wie 1 nfudeumiing
1 Alansusiotu WWuna 2 Su suiesuliiiu 2 nfudetwidng 1 Alandy uarlioys@lildegly
nsSnwATILAEYINY

" fftnesseraaiie (terminally i) vanes §ihelsamanieddliamnsadnuls (incurable) uaghiansnsntasliindueniy (meversible)
Filurmrudiureunmdding fuisasdeTinlusernmoudu

winaw fUaedinanasliiunsshyiwuulseAuuszaes (palliative care) Tnesjaridliamrnundutinuazennamndnsumadudifgy

* Wsaifunndeyal el fidundngiulunisamaaeunslien Taemhsnunsiiuguanisddldontnd a2)
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THe1deinenidmasnidenodidoiiios Tnedulvierluruia 0.6 fadansdetmiingy
1 Alansudedalas (30 fadndusethmiing 1 Alansustedalug) uaniiudamassasiigann 30 wi
vurngegaliiiu 4.8 Gaddnsdouimdnga 1 Alanfudedalus (240 fadnfuserviing.
1 Alan$usedalug) uazveadivasmdendogiseilasauesv
mnlfedaeisiiulngldotluuingsgaiie 1 nfudetmdng 1 Alansu srasvualuina
Usganas 5-6 Hala
v eusarUivenaiisnmslvieifiunnsneiu Tusaswislvenanenasifuenneul e
6. NMSAAAIUNANTITINEN
6.1 anliinmsTadnas uazarudiladin yn 15 uidt Tu 2 Falususn ndndudlinuanna
Anun@lsiiufinyn 1 2lus auRugansls VIG udh 60 wi
6.2 Irdunanmaiinity wagnsmela Hrlonsinundlivganislien uasnwenisul
6.3 mniAreINTTAL Wy Tonsdoufsve Uiedswe wienduldeniou udlalagnisan
9n3Nshieaserag 25-50
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KUANNAINUNTSIET Human normal immunoglobulin, intravenous (IVIG)
Y] v . . L, o
Yausld 1sa Guillain-Barré syndrome f1881N157ULs

1. szuuaydRnislden
= v V6 v a EY N v a 1 .
Wesa1nnasld IVIG Ivﬂ,ma‘wmua@'ﬂ'wmmamwgﬂLau LU severe type, progressive
A A . . o [ v Yo v 1 a o a1 &
weakness %393l acute respiratory failure Snududsslasvanluiud (lduruiu 1-2 ) Sgutu
AUI88198wnTInle (Life-threatening) Fandsminunlvivesudianslden IVIG nmiigauins
Uszloinnendanssne (post-authorization) Iaedin1sameidouunyd anuneiuia wasyiae
PAIVININNTINE HunIguansUselewl
a wa v . . A v Y
nuemg Astiszuunseysianisldenniglulsameiuia (pre-authorization) esanludlsilulse
Mdunmeaniduiidediluiuil enaseu3neilu 24-48 Falusnaulel
2. AMANURYDIAAIUNEIUIA
DuanuneviannuaudflunisguagiUas Guillain - Barré syndrome #id1éy laud ICU
respiration care 817191 0U Tavsunmdanzmemnissylilude 3 wazliunndiamznisanndu
indenazinguasnudymunsndeuiionasiinainlsauas/m3ensinwm
3. AauUAvauWNdginn1sTne
I ¢ v A AV Yo = wa A A v a o
Juwnnddaenvgilasunidsdosudivioiaiinsnnunmeaniluaivussaningl viseaya1v)
NUNTTAERsUsTamINeT FefuRnuluanuneiuianiude 2
4. wnaeinisitanelsa
o Vo aa o 1 Id . . , o aa i LY 1
AUrelasunsitiadedndulsa Guillain-Barré syndrome lneiidnuaugniandinasuiiudwieludl
4.1 9IN13 DINTHANIATNANITITIINIRIUHURNSTIAR Taun
4.1.1 WU WALU19DULTINIADIUY
4.1.2 148 deep tendon reflexes (areflexia) WsolinMnoUaUDINANAUBITOIUMTD biceps
4.1.3 dnsanfiulsaludawaivateiu lnelion1saeusisud uauieguussnanlidfiv
4 dUpni
4.1.4 cerebrospinal fluid (CSF) analysis WUUSN U lUSAUANTY lnanwulwadtosndn
10 Waasaladans (U19ATINSHinduYedldsiueiansialinvaudnUarsdunvifians
294l5A)
4.2 91N13 BINTHANIKALHANIINTIIN RV UANM SNatvayunTItady laun
4.2.1 9INN500ULTINANWUEABUTN symmetry
4.2.2 4l sensory symptoms "3 signs @ntles
4.2.3 N1599UKINDR T8I NAIUANLALEUUTEAMALDY LAglan1zag198aN1509ULTIVD4
P & v A = a
nausilaluntnyeaesdin faduriin LMN
4.2.4 vasmsaiulsaduanacial 2-4 §Uai gUieazilossuaTy
4.2.5 3 autonomic dysfunction
4.2.6 Lfildvazisuiannis
4.2.7 NAUHEIUUA18D190ULTININNIT UIDWINAUAIUAY
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4.2.8 Wuanwle electrodiagnostic features Finsauy (typical) ﬁ'ﬂ&i@iﬂﬁ
® slow nerve conduction velocity %38 conduction block
® U normal %39 small compound muscle action potentials
® absent or prolonged F-waves
® acute denervation 38 decreased recruitment / interference pattern
NUYLIAA) wamimaﬁlﬁuﬁwﬁwnmﬁﬁﬁmimm electrodiagnostic test
5. inaustaydlifnaslden
o1siAin 194 VG Tulsa Guillain-Barré syndrome #ifio1nsuuss dewnaueided
5.1 seliiludeszevaniing (terminally ill) |
5.2 fUawldsunsifiadedndulsa Guillain-Barré syndrome snunausinisiiadelsalude 4
53 fanfesdioniszuuss Famneisennmsmelafumavieiiomanduilesounssduguuse
Sy (Wu fedldaunsaltelunisiiu) iellonn15ia1a10819530157
5.4 audfAlild VG I8l 2 nfudediudnda 1 Alanfusdonissulilulsmenuia 1 afe
Tagoysflusiefianmnsals VG melu 2 dUnsi ndsangleisuionnismaenaiin
55 fimsnsenuuutlesuiifunsldentad a@) nnadsildortugine’
6. vumEiLuzi uazdsnnsTven
gunenfiuuzii fe 2 nfudewimiing 1 Alansudenissulilulsmenuna 1 ade wudli 2-5 Tu
(19U 0.4 nSusevvdng 1 AlansusteTu wiw 5 Ju) Ie9ae3s continuous drip wardeslésu IVIG
melu 2 FanindaanBuiionnismadiin
7. dadann
7.1 Use@vBuavas IVIG guwiniu plasma exchange
7.2 mslvaResesn SR IVIG %39 plasma exchange wuanlufiuselyasl
7.3 MW IVIG 2uffu plasma exchange nuilifiusslemiinnninegndlaegimilafieegiadien

" flheszazaatie (terminally i) vanefl flhelsamsmsddianunsasnuild (incurable) waghiansarielidindus iy
(ireversible) dluamuiiuresummelinw fuisazdedislusresnmsudy

e flhedananmsiisunssnvuuulszduuszaes (palliative care) Tnesjwislianaruduiinuazanunninsinududdy
* Wsnifusnndoyal el fidundngiulunisasaaeunslisn Tnemisnunsiiuguansddldontio 2(2)
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KUANNAINUNTSIEET Human normal immunoglobulin, intravenous (IVIG)
Jausld lsandauilosaunsssdninessezinga

(myasthenia gravis, acute exacerbation %38 myasthenic crisis)

1. szuvaydianslden

vooyliAn1slden VG 9minmihenuansusslviniendanisinw (post-authorization) iflaan
Hulsagniduuagsududodionluiuiidasiuivasenndundinld Inednsamedouunnd
anuneua wazgiendninisnw Aunhenuansusslenl
2. AnauURAvaIANIUNEIUIA

Huanuneafiddnenmlunisquadtasifliniesiiomela suisuwmdiamemenuiissy
Wlude 3 wazliunndiamgnsanduiinfouazuguasnuniymunsndeuiionaaziinainlse
Lag/138M155NH

¢ Y o [

3. AaNURvaMWNEinN1sShw
Guwmndgdennaildsunidesyiivieydinsnnumeanluaudssanmine wieayan
nINInYMER§UsTaIne SeftReiluaniuneuianude 2
4. \neustaydlifinaslden
ouiAn1sld VG Tulsandnuiledeunsssiindesreringawinty (ieyiAlillulsandudeseu
ussriadeluszordu) Tnefinasidal
4.1 deliiludeszevaaiing (terminally ill) f
4.2 ﬁﬂwlé’%’umamw‘iﬁaﬁad%ﬁuiwﬂﬁmLﬁaéauuiwﬁm%wiwz‘iﬂqm 98197 ALY
Tnefiusedd ensuarernsuansaioluil
021 fmsmeladumaifsdamennnzdeuniendndossvidlaswounss
4.22 formsuanmsnaindeladeniesl
4.2.2.1 findsman Wiunndeu wien1snasnminuni (oculomotor disturbance)
4.2.2.2 fornsfiisniestuduussamane wu Sunalumiiedsdn (facial palsy)
30 bulbar weakness
4.2.2.3 1 generalized weakness 38 proximal muscle weakness
4.1.2.4 1 fluctuation of weakness
0.2.3 fivsgiRnteiinaneiesuftinmstelatondated
4.23.1 fuiinlutsyiRidulsandunieseunswiade (MG)
4.2.3.2 repetition nerve stimulation (RNS) test Tinauan
4.2.3.3 prostigmine test TKaUIN
4.2.3.4 single-fiber electromyography (SFEMG) Tvinauan

P {Uheszergaving (terminally i) vaneds gUaelsaniamedshianunsasnwild (incurable) waglianansadielidingusnitu (meversible)
Feluaruiiuvesuwmddinw fhewdetislusvesinadudy
wnaw fUedinanasliiunmsshvwuulssAudszae (palliative care) Inesjaidlianrnunduthnuazenamndnsumadudifyy
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03 aualilden VG 1iliAu 2 niudedlanty denisiulilulsmenuia 1 ads lagenalien
1 439 1.2 nSusie nlansuneuluiuusn olulanadsdineauasu 2 nSuneilansy naenis
$nwnnzgnidu unndenslyinsinuilsadmeismsduingauseld
0.4 fmsnsenuuustesuiiumsldentad a@) nnedsildersugine’
5. unegfinuzin
g1 IVIG Turun 1-1.2 afudenlansy Wunan 1 T waduseliunanissnw nnlallana J9l
sednauasy 2 ndudenlansu Tneiidnnsusmsendedl
51 Ten VIG 0.4 nFusedlanusetu tHunar 3 Tu mnldlanadaiansuldrnedn 2 Ju
AWATU 2 NSuReNlansy (une1siy 1.2 ndumenlansy Juszdndnawindu 2 nsumenlansy)
52 1 asusenlansudetu Wuan 1 Ju vnldldnadesfiansunldnedn 1 Tu auasu
2 nsusanilansy (Aunesu 1 nSusienlansy dUsEANSHaWINAY 2 ndunenlansu)

Hlsaiushwdeyal el dundnglunisnsaaeunislien lnemhenunsiiuguanisddldandad 22)
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KUINNAIAUNTS I8 Human normal immunoglobulin, intravenous (IVIG)
Yausld 13m pemphigus vulgaris Nflan155use uazhinauauasranssnwdlseuinsgu

1. szuuaydRnislden
voayliAin1slden VG 9inmiienuansusslovinievdsnisinw (post-authorization) Lflaaan
fwdlng)dudtaeniin emsanidussiiu uazsndudedldueluiuiitinudugiasoiaiun
Finld Inedn1samezdouwnmng anune1ua wasdiendsihnmssne dumhenuansusslen
2. AMANUAYDIAAIUNEIUTS
Huanuweraifiunmdianigmenuiiszylilude 3 wasdunndiamznisariduiniouas
Smguasnudamunsndeuiionsaziinannlsauaz/miensinu
3. anauUAvaunndginn1sinen
3.1 Wuunndfiderngildsunidosyiinierdvnsainunnsaniluaiviarvinaine,
FeuftRenluanmumeuianude 2
32 Tunsdlaniunervia iduwndaude 3.1 1K euenislsmerunaudsiawnmdild 3
wifsdooysiAndeqd Unsnnunneaniaivetgsians wieanvnuisnumans iilanug
AT nglumsldensna megsiley 2 au
4. \nauainns3tadelsa
AUaelisun1sifadedndulsa pemphigus vulgaris Tnefidnwarmenadnasuiusesolul
4.1 919 dazonsuanadnlanulsm pemphigus vulgaris
4.2 TuamsnsramaieslfiRnsfiatuayunsideds deladevieiuiolud
4.2.1 histopathology Wuanuwagn1ane3Inendlanulsa pemphigus vulgaris
4.2.2 direct immunofluorescence study Tvnauining 1gG w3e C3 aﬂatujﬁﬁlfa\i’iﬂﬂi%%dwl,%aﬁ
keratinocyte (Intercellular space)
4.2.3 indirect immunofluorescence study linauan anti-intercellular antibody
4.2.4 enzyme link immunosorbent assay (ELISA) #15u desmoglein 1 uag 3
Tinaunelanisiioln vieviasssin
5. inauataydlfnaslden
ouiiAn13l4 VIG Tulsn pemphigus vulgaris fifennsguuse deinmusidsil
5.1 el dueszezaniing (terminally i) *
5.2 fUaelesunsifiadedndulsa pemphigus vulgaris sunawinsiladelsalude 4
53 flhesiosionnisgunss Somnefiifiufiseslsn (body surface area involvement) > 30%
vosiiuiifany

Ehesvergaving (terminally i) vianedia gUaelsemanie@alianinsasnule (ncurable) wagliannsay el indueniiu (reversile) @4

TurnuiureumvdlSne fUsandetinluszsesnasudu

v

wnawe fUaedinanmslasunsinyuuulssAuuszae (pallative care) Inegiaridianeudulinuasrumndnsinududdy

I——
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5.4 fenusndudedd VG iesmnliansoldonduld damneddoladondsiuiolud
5.4.1 lsannsoauaulsalddaee prednisolone 1 fadnfudevnniinga 1 Alanfusiotu
SivgNAiAuiuYY cyclophosphamide %38 azathioprine Tuvuia 100 adnsu
sofu ifleliiondnsetuuy 6 dUnnsi
5.4.2 liaunsolinisinuildegld osannatrufesessmiefiviessriiliey 1y
Tsafndeiisunsaummuiinuauldlid lsanszgnnsuauguiias n1snalanszan
5.4.3 ﬁ%’aﬁwﬂ%’mmju immunosuppressive drugs
55 winAuaulsalaawliaily VG lalidiiu 6 cycle uinlvienasu 3 cycle udadamunulsalila
TRsanvene
5.6 finsnsenuuurlasuffumslindoyd 2) nnadeilldentugiae™
6. umeniuuzii wazdsnnslien
FuReTiLun fe 2 ndusevindnga 1 Alanduse cycle wudlilunan 3 Ju Tae 1 oycle
fszygiian 3-4 dUanvt 61l 3 cycle umdamuaulsalilalifiarsuvgaen ninaruaulsalakay
laiflsealselminu 3 dUariudr o 9 anvuinenas wielienluszeznafivesnlu saustavan

laiiiu 6 cycle udfansuvasulUldenauy

Hlsaiushwdeyaliiielddundnglunsasaaeunislien lnembhenunsiiuguansddldendad 22)
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KUINNAIAUNTS I8 Human normal immunoglobulin, intravenous (IVIG)
Jaueld hemophagocytic lymphohistiocytosis (HLH)

1. szuvaydRnislden
vooyiiAn1slden VG 9mnmiienuansusslominiendanisinw (post-authorization) Lflaaan
fiawdluginazandeeinisgnidy wagdududesldsueluiuitwuiuiiisenafuddinld
lngdnsameidouwnmd aamuneiuia waghievawinmssne fundeaudniusslen
2. AnauURAvaIANIUNEIUIA
Huanuneraifiunmdiamgnanaissylilude 3 wasdunndiamznisaviduiinfouas
Smguasnudamunsndeuiionsaziinannlsauaz/miensinu
3. auauUAvaunndginn1sine
Buummdinmaildsunisdesyifivioyditnsanummeanilueyavilain inemazusi iy

9
a wa

Hin ‘m’%aaqmmqmwmszjmamﬂiﬂamL%a FoufuReuluanuneruiamude 2
4. \naustaydifnaslden
n1519 IVIG Tulsa hemophagocytic lymphohistiocytosis (HLH) mﬁmgumaﬁmmﬁué’umw
Set3niidermundd
4.1 el duftreszezaniing (terminally i) '
4.2 Qﬂamﬁﬂﬁiﬁ%’umﬁﬁaiﬁmL“ﬂuiiﬂ HLH Tnedesiinisnsaanuasudaui 4 Teseluil
4.2.1 #l4
4.2.2 1ale
4.2.3 Cytopenia 1nni %30 wihitu 2 cell lines (nefiognaton 2 Tu 3 Foseluil)
® Hemoglobin < 9 g/dL (@1gtianin 4 a9t Hb < 12 ¢/dL)
® Absolute neutrophil <1,000/ uL
® Platelet < 100,000/ pL
4.2.4 aJmﬁmimW‘U Hemophagocytosm Iuiwﬂivﬂﬂ mammmaaq
uanntenaiinanisnsienu 9 wauuauumsaumﬂiﬂ HLH leiun
4.2.5 Hypertriglyceridemia wag/#3e hypofibrinogenemia
® Fasting triglyceride > 2 mmol/L
® Fibrinogen < 1.5 ¢/L
4.2.6 Serum ferritin > 500 pg/L
4.2.7 Soluble interleukin-2 receptor (sCD25) > 2,400 U/mL
4.2.8 Natural killer cell activity s %5e Tfl
4.3 finansenuuuresusnfunisldentad 2) nnedaldefudan ™

" {fneszazaeving (terminally i) vaneda §UeTsemniedsliaunsadnuld (ncurable) wagliansnsataelidindusniu (reversile)
Adumfiurosmwslinn flhetdeTinluszosnmsudu

winews fuednanensiiiunsinuviuuUssAuuszaes (pallative care) Tnesjwridlianenuiduiinuagenuyndvsinududidey

" Wsaiusnundeyal fitelfiuvdngrulumsnsisaeunisldonlnemisnunsmiuguanisddddodad 2(2)
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KUANNAINUNTSIEET Human normal immunoglobulin, intravenous (IVIG)
Foausld 1sA Dermatomyositis N38IN137UI

1. szuvaydRnislden
voaudAN151d8 Intravenous human normal immunoglobulin (IVIG) 31n%U891UENT
Uselenindin1ssnw (post-authorization) Iaeiimsameidguunme anune1uia waggUlenauh
nssnwiumhenuansyselevd
2. AnauURAvaIANIUNEIUIA
2.1 WuanuweunaiiinueaudAlunisguagias dermatomyositis Ad1dey liun fvefUaeings
(intensive care unit) il respiration care snfis iy Tatsdummdianzmenuiissyilude 3
22 Twwdamgmemnduinierteuguasnnilamusndeuiionasisnnisauay vemsinm
3. AnauUAvauWndginn1sinen
3.1 Wuunndfidemnaildsumidesyifvioydidasanummeanluaneiygsmanslsatouay
sunAaty ooyaINInImanslsadeuar NRatl noo1gseansavIUsranine
viooyamuInNINsnYMan Usraminer defoRnuluanuneiuianiute 2
32 Tunsdlaniunenuia lifluwmdenade 3.1 WS waenslameunaudstanmeildsundddo
oylfAvieAiTnsInuwmeanIanuIoIgsmans wonunsYeans Atlanudanutiungly
nstdedanaiegees 1 Ay
4. \neustaydlifinaslden
ouiiAn19l4 VIG Tulsn dermatomyositis Aifien1sgukss fewnasimnde fail
4.1 Fosliiludiheszazgaing (terminally il
4.2 ﬁaﬂhjlffﬁlupﬁﬂaaﬁlﬁ%'umﬁﬁaéfad%ﬁu dermatomyositis associated with malignancy
43 {Ueldsunisidadeindulsa dermatomyositis Inefiiufidudnuaesinzdniulsni
laun Heliotrope %38 Gottron’s papule %38 Gottron’s sign %30 V-sign %38 Shawl’s sign
i3 Mechanic’s hands $1uitu f¥nwasvseatinednetion 2 Tu 4 4o Fuioluil
631 find i er U uaLaY R LNE UL UUUELENRS (symmetrical proximal muscle weakness)

432 fwiuoulmivenduiorislasianisgedu lun creatinine kinase (CK) %30 aspartate

transaminase (AST) %38 alanine transaminase (ALT) #38 lactate dehydrogenase (LDH)
433 wammRMIETIEwend o i unendmiiesnian (rflammatory myopathy)
434 wamsemeerauliinduiodildtunmendmiesnau (rflammatory myopathy)

4.4 {UrefeaiionIsgukssauenafiaundin (ife-threatening condition) Semuneda nduiiled
Aeafesiunismela (respiratory muscle) w3on135ndu (esophageal involvement) 8ou
wsstuguuse 1hud Samgnameladumaieiaidoundu (acute respiratory failure) 3o
UszifdrdnanmsauinUondniauldeunauy (aspiration pneumonia)

P fUagszerandine (terminally i) nunedis gUislsanisniedslidaiunsasnuild (incurable) waglidausadielidingusnn
Fu (irreversible)¥slupuiivnesunnddine fuisanidedinluszeziiaidudu

nuenn JU2sfenanInlslasunisinenuuUssAuysyaes (palliative care) lneysndsldanaiuidulanuazainunnd
nsududfny
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4.5

4.6

AUseldnavanswenisinwisisenquaiissess (steroids) luvuingwsesnagiauiu

(immunosuppressive agents) %3 oLANKATIAEIBETURTININMIINYIAINGTI WIBlalaTD

Tienguaissesduiosnanfiduiulunisdnvidesiuldnmddfaanudeladends

Fostoluil

4.5.1 lineuauasdonsinwidigeinguaiissosnluruinganses1na)iauny nuneds
FSuendandnudiegnaios 2-4 dani udre1nslalfidu wie

452 ViANaT1AEI0E19TULTIINNITTNYIAI8EINFUALR TR bUVUIAFINT O
gnandidufsnneds mafanadrafssuaadudunneiuidin wu Wadenurm
98193UK39 (agranulocytosis) s 159

453 ldannsalinissnudeenguaiissesdviondosnagiduiu Wy dn1siade
agvsusstazdalianusamunaulaseeUfiTiue (antibiotics) Wusiu

finsnsenuuusiesurinfunisliontad a2) nnafiildefudiae’

5. YUINYIHLALITNIT WA

PRI fB 2 NSURBUITINAL 1 Alansy wusl 2-5 T (W 0.4 nSumauwinga 1 Alansusaiu

YU 59U %59 1 nSuseauundnda 1 Alansumady wiu 2 Tu) We1n2835 continuous infusion

g UeensEelinvy awnsalyt IVIG Galadnnn 4 dami usisiunsvualiiiu 3 seudamsiiiu 1 Ay

6. N15UILLAUTLHINNNITINE

6.1

6.2

N5UsEIUAUUTEAVEHATDINITI N

Tisziugthenely 4 davinaslasuen el

6.1.1 m&end1uiidofldlunisnaela (respiratory muscle) 1é i peak negative
inspiratory pressure WLa¢ peak positive expiratory pressure U39 NITNAUDINT

6.1.2 szsuoulesivoinduievinlasdanie loun creatinine kinase (CK), aspartate
transaminase (AST), alanine transaminase (ALT) 5@ lactate dehydrogenase (LDH)

nsUsziunuauUasnsiy

Taamunadhafowidndeunduiionainiuanmsiéduen VG

=

6.2.1 UfiiseniAntuunelvisnmaviaandand (infusion reaction) léiun aduld endeu 14
wumdy aandnaile Uramds Tadu mnusus wiunthen melalssa

6.2.2 91NTUNYIATULTS (fatal anaphylactoid reaction) vaugliien Iﬁizi’ﬂu@:ﬁﬁmw
aduylulnaydue (Immunoglobulin A deficiency)

6.2.3 Autoimmune hemolytic anemia (AIHA)

6.2.4 Thrombotic event lawn ischemic stroke ﬁﬂﬂmiﬁﬁm%@Lﬁamqﬁumﬁﬁlﬁ VIG

6.2.5 laneLReundu

Musafvinudeyaliieldlundngrulunsasinaeunislden Tnemhenumsiduguan1sddldedad a(2)
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7. \nUIINSNEAYN

7.1

7.2

nIAlINITSNYIAIY IVIG WesanlinevaussdanissnwivioianatifsiasIng
aliesaunlurIngwseenaiAuiuliiaTmvEgneLile
7.1.1 MouausdianIsiN¥IRNINA18USIN135nw 1-3 ASY naIfe Lille1n1sddne1ms

#30 peak negative inspiratory pressure Wa¥ peak positive expiratory pressure
Fauuegluseduitarannsomelatedld wds fszduieulsdvosndmdevialnuin
vilinduanduundvideanasnnniniosay 50
7.1.2 lineuaussionsinwinande faiinsddnemsudolianmsamelateslsidesan
néufefldlunismsladideunsmioeuleivesnduioanaslidefosas 50
ey 4 Suanivdslisueadsd 2
nsdlilvinisnuidie VG esndnisiadesuuss vilwllanunsalinissnundeeings
afssesdluruingedosinagiduiuludowulifinnsuvegn VG dedismeninnis
Anteuazanunsafunisinmanglsamidudinandisenduaissesdluruingvie
gnagilfuiiulaegaUasndey
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WUINNANUNS I8N intravenous human normal immunoglobulin,
Jausltd 1A Chronic Inflammatory Demyelinating Polyradiculoneuropathy (CIDP)

1. szuvaydRnislden
1.1 veaydiAn1slden intravenous human normal immunoglobulin (IVIG) 3Mnn3891UEN
Usglevinounissnw (pre-authorization) Ingdin1sasmzidouwnmng anuneiuia wazgin
Aewhnsshwiumhenuaniuselesd
1.2 nsenuuustesuifunsldontiad 22 Tuafusnifldentugine uagnn 4 6 iou
2. AMANURAYDIAAIUNEIUTA

B
J

2.1 WuaarunevianiauaudilunisitiadewazquagUae chronic inflammatory
demyelinating polyradiculoneuropathy (CIDP) i1ty lalA @1u150n519%39890923 nerve

conduction study Wag electromyography ‘J’mﬁﬂﬁLL‘W‘V]ETLQW’]WINW:,J%WVL}JELU% 3

22 Tuwdmeneemndunnieisswguainunidamivsndeunemasininlsauss/vsemssnw

3. AuauUAvauWndinn1sine

I3 ¢ v av vo o A va A a o a =
LUULLWV]EJIZ‘\JLGUHﬁﬁqwmlﬂiUMUQaaawﬂmﬁiﬂgGJ,J‘U(ﬂi‘i]']ﬂLL‘W‘V]Elﬁﬂ'ﬂua’]slﬂﬂigﬁ’wnﬂﬁﬂﬁia

NENsYEaRSaNIUIEaIINeT BeuiRnuluanuneIuIanute 2
4. \naustaydifnaslden
audAnsly IVIG Tulsa CIDP srsinausiasuynte fall
4.1 ldugtheszezaning (terminally ill) '
4.2 foskiiudUaenlasun1sifdadedndu CIDP associated with malignancy
4.3 fUaelasunsifdedeindulsa CIOP neildnvnsasunndensigluil’

4.3.1 mmmsaaumamaamLaamwmamwmulﬁaaf] Tuauinnin 2 weu 1nde1nns

ﬂ’]Li‘UL‘U‘Lli“ ‘”slﬁ 9 EJ']ﬂ’ﬁEJEJ‘ULLNL‘LJ‘U‘VI\Wlﬂa’]lIL‘IJEJﬁQUIQULLa“ﬁ’JUUaWEJ
4.3.2 Tendon reflexes &A1 0 83 1+
4.3.3 Wuanwuza i electrodiagnostic criteria 9814198 1 70

® Motor distal latency 817U > 50% 499 upper normal limits (ULN) Tu

dulsyanvnegnatiay 2 1d@u

® Motor conduction velocity 9184 > 30% w84 lower normal limits (LLN) Tu

WuUszanvegatles 2 L&y
® F-wave latency 819%U > 30% 289 ULN Tuiduussavessiles 2 1&u

o linu F-wave Tuvausdl amplitude = 20% vae LLN Tuiduuszamegnaiios 2 &

® Partial motor conduction block: > 50% amplitude reduction Tutduiszam

2819UBY 2 L&

" fUnesvezgaving (terminally i) g mhzf[sﬂmaﬂwmimmmsmwﬂﬂ (incurable) wazliarunsate1hdindusn
(imeversible) miummmwumuwmmnm mhmmamm’iuﬁumnmauau
MBS gﬂaamnanmﬂmumﬁﬂmwaivﬂmhvmm (palliative care) tnegisnialianauiutinuasrumnivsunududifgy

=3
U

U

*9138 9910 European Federation of Neurological Societies/Peripheral Nerve Society Guideline on management of chronic

inflammatory demyelinating polyradiculoneuropathy U 2010; European Journal of Neurology 2010, 17: 356-363
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® Abnormal temporal dispersion lutduuszameegtios 2 1du

® Distal CMAP duration in¥ululduussamesetos 1 idunasiddnuuy
demyelination 9813tp8dALEY
4.3.4 wusnwagnadtiniatuayun1sitiade (supportive criteria) ag13tiay 1 U0 liu

® Cerebrospinal fluid (CSF) analysis WuUSu v elUsiuiiady Taany
leukocyte count Heani1 10 cells/mm?

® 7579 MRI %WU enhancement 984 cauda equine #3831AUIZAY

o wuanuReUNAveNduUsEamuANLiAnTinlFRuTsAegetion 1 1Ay
O uusyam sural UnAlaefiduusyam median w3 radial Anun
O Conduction velocity <80% ua3A1UNG
O 199593 somatosensory evoked potentials AaUnd Inedilildiingin
lsAszuvlszamadluna

® wumMInevaussasenisideUTugiiANiY (immunomodulatory treatment)®

9

® [ANTINTIV nerve biopsy Wwa‘”ﬂgwu%’mamaamw demyelination wag/#3e
remyelination 1agn1sldnde49anssAidiannsou n30 n15M5193AI12%
@uleusean (teased fibre analysis)
4.4 fUqele3u corticosteroid #3e corticosteroid SaufueNANNANY wazlidnvuen1aAdln
Foladenilaasolui*
4.4.1 @5venduian 1 ey wavl Inflammatory Neuropathy Cause and Treatment
(INCAT) score > 6 (S19a8LduARIUAIANUINLUUTINY) 138
4.4.2 95usndunan 3 Weu wavil INCAT score = 2 %38
443 fnadradoangunsslusefu grade 3 w3e 4 91001514 corticosteroid 38
corticosteroid¥auiugnANiAxil
5. yupefinuzin wasdgnislien
5.1 wuinen IVIG iyt Ao 2 nfuderudnga 1 Alandy wusld 2-5 Yu wazaudgauin
0.5-1 ndusiotimting 1 Alanda wusld 1-2 ¥u 1Wende3s continuous infusion a@unsals
VIG Srldvinsfusgnetion ¢ dai lunsdiswielud
5.1.1 ﬁﬂ’gEJaﬂmsé’ﬂ"l,ajaﬁﬁw%mmﬂmm (INCAT score winiundetintuiiofiouiy
baseline) Nl 6 aundslen IVIG adiusn 3o
5.1.2 Qﬂ’mmmﬁ%ﬂmﬁm INCAT score anadagistios 1 azuuuilaifisuiu baseline
Ingltenfinmenuliiiu 1 U
5.2 anunsalisamiuenandduiudule

s nsfifdnawinisitedeludedl dlhesesdinsndudulminieiisuredsauasidlifunasite 4.4 Jsaveyflden VG 1
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6. NMTUTZUIZTNINNNITINY

6.1 nsUsTHUAUUTEENENATDINIISNET
Tiusediugined 4 danindaldsueadausn vianndusretiosnn 3 Weu Tneussadiuann

INCAT score anasegnatios 1 azuuudiafiousu baseline amelu 6 iou

6.2 nsUszliumuANNUaensiy
Taanumadnafsswiadounduiionafatuainnsiaduen VG
6.2.1 UjRseTAnturnelvismevasaidons (infusion reaction) léun aduld endeu 14

vumdu Uanndwiile Uaands Tadu anudud wiunihen welalisy
6.2.2 910"15uHYTATULTS (fatal anaphylactoid reaction) wauzlvien Trisedslugiiianag
eduylulnayiue (Immunoglobulin A deficiency)
6.2.3 Autoimmune hemolytic anemia (AIHA)
6.2.0 Thrombotic event lawn ischemic stroke mﬂmﬁﬁﬁm%mﬁamqasﬁwé’ﬂé’ VIG
6.2.5 laneidsunay
7. \nuaINSNEAYN

7.1 MOUAUBIRBNISSNYT Na1fe INCAT score anasagstion 1 avkuudiofiuiu baseline
Tngliesaidosauasu 1 3 wdwinEusnm

7.2 limevausinonisine nanade INCAT score windundetiiuiuiioiouiy baseline
nasnlesuenluudi 6 Weu

7.3 anuzvesthedsuu terminally il

7.4 gUheiinensthadesainnislde IVIG auldansalden IVIG dela
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AN93UNYLUUTINBUUINIIAINUNISLUE intravenous human normal immunoglobulin,
gaueld 15a Chronic Inflammatory Demyelinating Polyradiculoneuropathy (CIDP)

INCAT Disability Scale

Arm disability
0  No upper limb problems
1 Symptoms, in one or both arms, not affecting the ability to perform any of the
following functions: doing all zips and buttons; washing or brushing hair; using a knife and
fork together; handing small coins
2 Symptoms, in one arm or both arms, affecting but not preventing any of the above
mentioned functions
3 Symptoms, in one arm or both arms, preventing one or two of the above mentioned functions
4 Symptoms, in one arm or both arms, preventing three or all of the functions listed,
but some purposeful movements still possible
5 Inability to use either arm for any purposeful movement

Leg disability
0  Walking not affected
1 Walking affected, but walks independently outdoors
2 Usually uses unilateral support (stick, single crutch, one arm) to walk outdoors
3 Usually uses bilateral support (sticks, crutches, frame, two arms) to walk outdoors
4 Usually uses wheelchair to travel outdoors, but able to stand and walk a few steps with help
5 Restricted to wheelchair, unable to stand and walk a few steps with help

Overall disability results from sum of arm and leg disability scores
Pn9de: Hughes R, Bensa S, Willison H, et al. Randomized controlled trial of intravenous

immunosglobulin - versus oral prednisolone in chronic inflammatory demyelinating
polyradiculoneuropathy. Ann Neurol 2001;50:195-201.
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1.

HUINNNISAINUAISIYEN Antithymocyte globulin ¥iia rabbit
dausldnrzidonarannlunszande vliaguuse (severe aplastic anaemia)

szuuaydRn1slden

lunislignasausn Tvweeyd@nislden antithymocyte globulin ¥iin rabbit (ATG) 3w

ansuselevindanis$nw (post-authorization) Ineiin1sawmeilouuwnngd anuneuia wazgUae
nawIN155nT Auntenudnsuselevd nsaluszasdasviendidn 1 ase veeudanisldeuas

awztdyunoun1ine) (pre-authorization)

2.

AMENURYaIENIUNEIUIA
o Yy v & o 1% aa o o
anuneutaninisldendesduanuneruaniianunienlunisidadenasinwlsn lag
2.1 Tunmdiangneaunszylilude 3 uaslunmdiameniinsauazauasnudymunsndau
191938LAnANLIALAL/13BNTINY
2.2 aunsabiidentasindniden
AuaNURYa NN iNsShw
= ¢ v Y] o wa A a o & & =
Duwnmdgiernailasunidesudivioiaidnsmnunneaniluaivieysaanslsaden nie

a

annNEIsYmanslsaden wseayaiulainineuasuzsduan FaujiRauluaaiuneivianiy

99 2

4.

nausteysiRnislden
ouifAmslden ATG Tunmedosaamglunsegnile wliaguuss (severe aplastic anaermia) Tnedinausiil
4.1 el dufeszezaniing (terminally il)"
4.2 fUwliiinng active infection
43 sumsidadeindunmzdenaanelunszanie vliaguuss lnedinasinsidadenasunnde
Fatoluid
4.3.1 m’m%mﬁalﬁlmiw_]ﬂ (bone marrow biopsy) WU
1) Cellularity Ueaniniouay 25 v0iAUINA %50
2) Cellularity oeninieeas 50 vesAUsnd lnelwadasadinden (hematopoietic
cells) Hoaninfovay 30 Saufuiinamsamadulumunasideluiegraies 2 4o
2.1) Absolute reticulocyte count ¥8eun41 40,000 /UL %59 corrected
reticulocyte count 1a8n11 1%
2.2) Absolute neutrophil count %eeni1 500 /uL
2.3) wauwndaden (platelet count) doenin 20,000 /ul
432 liwvanmgduiviliiianinznieudaidenynuia (pancytopenia) 1t u
uzisadadenv1vliin@eunau (acute leukemia), myelodysplastic syndromes,
15 hemophagocytic syndromes ﬁLﬁﬂmﬂLﬁ?}javL’J%Ja (Virus-associated hemophagocytic
syndrome: VAHS) 1dufuy

P Uaeszezaading (terminally i) nunedis guaelsanienieddldaiuisasnuwle (incurable) wagliauisadielidingusnitu
(ireversible) @slupuiivvesnmdisny flheasdeTinluszezaidudu
wnews flhedananmsiisunssnvuuulszAuuszaes (palliative care) Tnesjwislianaruduiinuazanunninsunududdey
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0.4 prafinnsalvien ATG e1laBnliiAu 1 ads InedesUssifundsliondausnadedon
12 &Un9i waednaidulumannasiteladondassd
4.4.1 gUhelinavaueswianisinm
042  flhendudus
45 finsnsenuuunesuiifunislientind a2) nnadaildefudag ™
5. unngiiuuziin

(%
=]

YAefiuuzai ATG ¥l rabbit uansnsnudentsdn Tufitdssyiamedifisiming ddl

5.1 Thymoslobuline® aunae1fuay 2.5 - 35 faansudev nidnda 1 Alandy #1833
IV infusion Jurian 12 — 18 Falus Ansetu 5 Ju eddeulfermsmagounisuivie
wouluanda Imelieruseunn 2.5 mg Tu normal saline 100 ml #2833 IV infusion
Wunan 1 Hilus mnudieguussidefnueuiludndalvingas

5.2 ATG-Fresenius® vwne1iuas 5.0 - 7.5 fadnsudetming 1 Alandy §e33 IV infusion
Hunaegnades ¢ $lus fasetu 5-7 Tu vied n1slen 30 wiiksn Wrened 9 udausu
JuvsnddilinveinisiinUsnd (W Ujaserweuniiudnda) wazfinaugUieed1alndde
Tu 3 Fuwsnuaenisliien

53 1914 ATG 321U cyclosporine Tun155n 11 severe aplastic anaemia 153910 1%
nan1ssnwienitlienien snufifeulanensumediliamnsalden cyclosporine 14

*ial TeRnsanvumendindnamdngunsitensediniidedelfveusaykanSosiudy

6. 328%L3A1IUNTINVILAZINALINTNEAEN

NATINITNY AL frail

6.1 Imﬁ'aiﬂwqmmﬁ'aiﬁmmu 1 a%s na1a@e Thymoslobuline® 5 Fu nie ATG-
Fresenius® 5-7 U

6.2 fUrpwignguusvisainueuniuinds

63 fuaniildzunisinuidng ATG muinmsite 4 wé 2 afs uddlineuaues Wiatsanns
SIS nsBuuny

* Wsaiushwdeyaliiielddundnglunsasivasunislien lnembsnunsiiiuguanisdaldendayd 22)
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