KUINNAIAUNTS I8 Human normal immunoglobulin, intravenous (IVIG)
Faudld Tsnanenszeziuunauy (acute phase of Kawasaki disease)

1. sruuaydfnislden

1.1 nsallsmAnenfssesiReunay veaudfnislden IVIG nvuisnuansdsylesd n1evndenissnw
(post-authorization) tesangthednilvgfudingn fiuseeinisanidu wagdndusedldsuen
oghsviwhsiifiastueailiiiededinld Tnefinsamadounmd aoumenuna waritands
Mssnw Aunmbenuaniuseles

1.2 nadilsanmefssesdsunduiinedenssnwde VG luedwsn  WseyifRainmhenuans
Usdlew] deunsliien MG g18n 1 a%h (pre-authorization) Tnefinmsameleuuwnnd
anuneua wagdiendawinisinw Aumhenuaniusylevd

2. AUANURYDIEAIUNEIUIE

Wuaniumerurafiainisnniin1snsaa echocardiogram ¢ n3eaunsndsseiiiosunisngia
echocardiogram elulsswenunawndetrenielunaliiiv 2 §Uav Suanfuiildnisitedelse sausted
wmdianiznemuiszylilude 3 wasdunndianzmeanuduiinienazsin quasnudamunsndeud
9199z AnNL3ALAL/M3EN1T5 N

3. AauandAvawnndiinnisin
3.1 \uunnd ey nlasumisdesysdfiv

=) I

forditasnnummeanluavnnsnvmans seUfiRnu
Tuanu weuaniute 2

3.2 Tunsdliantuneuia Lifluwmdaude 3.1 Tifsunemslsmenuiauisiaummegildsunddooysa
vioydvnsanumeanaYInIsvmans Alaudanutiunglunsldendinanetialos 2 au

4. nauaiaysiRn1slden
outAnslden vic Tulsarmenfssesndeundu Tunsdfwielud
4.1 fesliuitasszazaniing (terminally iLl) f
4.2 aunsnifdadelsaldasuiunuinsivesaed Taesfioinsuazensuansiwiolud
4.2.1 lifesaiusgneon 5 Ju
4.2.2 flenmsuansagnation 4 Tu 5 s fail
e Homdaugna (bulbar) uasiinisansdndlnglsiddon

e insdsunlasesSulinnuazideydesdinlaeilsuiuinues  dseweniisuruin
aududuuaridunsndionadnsoiues viollnenosuniagvdniau

 fUhesvezanving (terminally il) vaneds gUaelsameniedslidanansasnuwle (incurable) waglianansadielidingus1iiu (reversible) %
Tumnadiuvosunnggsnw fiesdeTinluszozinaidudy
wnews fliesainanensldsunsinuuuulsziudszaes (palliative care) tnesjwrisliiananudviinuazanundnsunududdy
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® M sUAYULUAIIDIRINIAUS LI BLAZLIN N uTELBWIBRIYILAY LoUSBLYINUI
(uszevidounau) Feneunaziinisasnvesianisuinuseu duilenieiauin (u
SEeENNNUNT BT 8N NRIUNAUNFUYT 2 wae 3 994L5A)

a LY

e uivsinuagvagULUY (polymorphous rash)

o admusNt AR Tnedvualandn 1.5 wuRwes wassinad Ui
fuladuniavesdine

4.23 l¢5un1sitedeusnlsafiflennisadrofusenuds Taun Tsaindelida (Wu 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 Afadulsalalaiasudauniunueivesn1I1gn (incomplete Kawasaki disease) Lafin15nIAN1
ﬁa\‘iﬂﬁﬁlﬁmiﬁvﬁﬂﬁﬁﬂiﬂ AIULNUYIYBY American Heart Association Lag American Academy
of Pediatrics (AHA/AAP cuidelines) durdeladaniaesoluil
4.3.1 A1 ESR > 40 mm/hour uag/v3e CRP > 3 mg/dL $aufunan1snsiamisviesfiinisau

wupuAsUnAGs 3 Tetuly eud
® ALT geni12.5 whwesAuni
® \WBC count > 15,000/mm’
o innzlalinans (efisuiuengvestae)
® platelet count > 450,000/mm? (lg11nn1 7 1)
o mspsradaanenudndenund > 10/HPF

® serum albumin < 3g/dL
4.3.2 AFIRANUANUNAUNAYDY echocardiogram
4.4 nsdlsarnenisvedeunduiinesansinendng IVIG luasausn fansanly VG 1ld8n 1 ads
Wit Advunpeuazisnisifeaude 5) Tnefiinasinsidedesarold

® SnwauEneAalnuwAZHAN ISRl URNsERsdnlaiulsaAINgA

o Japsalinvaivedus vaald

® 53491NN15WA IVIG dose usniasaduluudunundi 36 - 48 Falusithednadldey

Y

4.5 fnsnsenwuuresumiumsldendad 22) nnassldendugie’

5. wuaefiuuziuazdsnisTve

Tenlurwn 2 nfudetndng 1 Alansuseass Tnensldeniiomdados (sincle dose) neluszey
10 Fundsanizuilld iesannivéngruiinslieniuniisseznaidananldlivsslenilunssnw Tien
#2833 continuous drip Tneulderluauin 0.6 faddnsretming 1 Alansudedalus wasfiudasads

*Wsaiusndeyaliiielddundnglunsasiaeunislien lnemhenunsiiiuguanisddldendad a2)
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azindnn 30 U7 (VuIngdanliiiy 4.8 Taddnsdeuining 1 Alanusetilus) auladns i vIG a
nuaty 12 9l

6. NIAANIANKANITINGI
6.1 vauzlvinstiufindyandn vn 15 wiit Tu 2 $alususn n§ndudlinuauiaunilidudin
nn 1 Fla
6.2 lridaunamaiAnity wagnismela dilonsinundlivganislien uazsnwennisul
6.3 ftaelsnmneAnnaedidalailiiunisng echocardiogram afuitiiadelsn fodldiunisngae
echocardiogram aglutaanlaiiiu 2 dan

6.4 A15911 echocardiogram 919 2 Whau wasuUae
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KUINNAIAUNTS I8 Human normal immunoglobulin, intravenous (IVIG)
v ] k74 a Yy L 1 a . . e o .
Yausld TsagiiAuiuunnsasugugll (primary immunodeficiency diseases)

1. szuvaydfnislden
yooysiAinislden VG Mnmirsnudniusleised
1.1 n38 Post- Authorization
nsdlidedtheandenngzaniduiassndudeddsueluiud Suuduiviser adauidinld (ife-
threatening) luaayiiAn1slden IVIG nvulsnudnsuseleviniendinissny wieauuuusienunshy
VIG Tagi3afign Tasdinisamzifouwnnd antuneiuia wazgUiondaiinisine fumieanuans
Uselewl
1.2 n38d Pre-Authorization
dwiulunsdlaldnnzaniau wu msliiiensinuiniuund (Replacement Therapy) az#iosd]
nsasmsSoudtaslidmiinfunhenudnsusslen warnouldfueluads (course) sialy Tvoaysiinig
401 VG arnmhesdnduselovineunisinu ilesngiheliswdudosldsueluiui eniulusedsl
9IN1TTULTY 4aLRNIEUAITYINANLUY post-authorization wadTedslivihenuansUselesinsunenas
M3

2. auduURvasEaIUNeIUIa
I3 Aa ¢ N v = ¢ A a v ]
Lﬂuaﬂ’]UWEJ’]U']ﬁVIlILLWVIEJLQW']SV]’NG]']EJVW%QVL'E&LUSU@ 3 LLagllLLWV]EJLQ‘W'W8VIWQE1WSEJ7@UV]W5@1JT\]$5’JM@LLa
Snundamunsndeunonaaziinanlsalag/M3enssnwm

3. pauantAvawnndgiinnisinm

anruneruiasdudeddolasunndiianundeulunmsldonddluniauannsalunsidadelsa
nsldenlvinssnudeudld n1ssednseidunseane uagnsiamunanissnew taua

3.1 Buwwddidenmafldsunidooyifnierdivasnnummeanilusyavinusnvmanslsafioge
vioayaaunnnansmanilsagiuiuaznddudu visoyameoigsmanilsafnite wieeyanunangsmans
Tsnniusiuazgiidudunsaadn SsufdRmuluanumeruianude 2

vanews fUasmsnuunmdgideingyglinsideds wn 3-6 Heu

3.2 Tunsdlanuneruna ldfiwmdaude 3.1 iwsnsismenauisdaunmegildunddooyd
Y30 TNTINUNNBANIENYIB8IMARS EeaNvINaNTTAans Tilnuiaanutglunisldoidandn
og1atien 2 AU Fsamnsasumuinwanumdiinmgiielinisnugislunnzgnidu viedunns
Snaandnuusieilestnefindidedssanunmdiidomy

4. \naeinsitadelsa

Fuaelsaniiduiuunnsesusugiionaiionnsmnddniivanvats msidadelsaenananaadoulsnn
LildumsBudiusenanmsnmanaiesufUiRnmsiuangay Samsunsnsamudnuugnmanddnuialsenis
fneliidadousnlsaldetnausiugr inasimsitadelsagiduiuunnsosgugiivszneude

4.1 9INTWERINIIAALEN (clinical presentation)
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4.1.1 famehadovossruumaiumela wazszuudun WWes wu Yendniau niniay leda
sniau nsdndelumaiueims auesinide nsinleusnaims nsAndevessEuy
nszgniazndnuiile Ssoraguusiieuindelunszuadon tnedl spectrum voudeduandly
Tums799i 1

4.1.2 msnsaasenefignslunisitadelse Aeenanuimidniaties s1ansialinuseutingdes
NIDFONNOUTA

4.1.3 fuamsnmamnaviesufoRnmsfiatuayunisidadelse fauandlilumssi 2

a

M157199 1 spectrum vaudeRinluaimvainisinelugiaslsagiduiuunnsoslgugd

Y 9 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

]
=i

® Echovirus 1Uu virus ddgyfinuves
® Coxsackie virus A llae B

® Poliovirus
C. Opportunistic organism WU Pneumocystis jirovecii (Pneumocystic

carinii)

a

M1319% 2 NaN1IR IRt fuRnsatuayunTItadelsagiiauiuunnsosgund

Y 9 Y

14 a wva Ao & aa o &
A. Naﬂﬁiﬁ]ﬁ’)ﬁ]ﬂ’]ﬂﬂ@QUQ‘UmﬂquHﬂLIJUIUﬂ’]TJu‘i]QEJﬂiQLLiﬂ
® Complete blood count (CBC)

® Quantitative serum immunosglobulin (IgG, IgA, IgM) levels

B. #AN139T19insUURnsiiaasiansanlunsitladuasawsn wu

® CD marker 19U 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 wnaeinsIitedelsngliduiuunnsesUgugiludazyin
4.2.1 Common Variable Immunodeficiency (CVID)
Male or female, one of major isotypes (IgM, IgG, and IgA) < 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
4.2.2 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
4.2.3 DiGeorge anomaly
Male or female with CD3+T cells < 1,500/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
4.2.4 X-linked agammaglobulinemia (XLA or Bruton's agammaglobulinemia)
Male patients with less than 2% CD19+ B cells in whom other causes of
hypogammasglobulinemia 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
4.2.5 Autosomal recessive agammaglobulinemia
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
4.2.6 X-linked hyper-IgM 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/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
4.2.10 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 1gG subclass (value below 2 SD for age
appropriate level)
2. No other cause of other primary immunodeficiency can be identified
4.2.12 IgA 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
4.2.14 Reticular dysgenesis
All of the following without other cause such as malignancy or drug
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4.2.15

4.2.16

4.2.17

4.2.18

4.2.19

1. Markedly decreased T cells

2. Decreased or normal B cells

3. Decreased serum Immunoglobulin

4. Granulocytopenia

5. Thrombocytopenia

Omenn syndrome

All of the following

1. Normal or decreased B cells

2. Decreased serum immunoglobulin

3. Elevated serum IgE

4. Erythroderma

5. Eosinophilia

6. Adenopathy

7. Hepatosplenomegaly

Thymoma with immunodeficiency (Good syndrome)
All of the following

1. Thymoma

2. Decreased numbers of B cells

3. Decreased serum immunoglobulin
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

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

Hyper-IgE 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
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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
Mnewme inasin1sItadelsagiiauiuunnsaslgugiiuiazviinnude 4.2 daulasain
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.
Tusaltenwaula msldenlasvnnisideselseiusugrdndunisidoodisliaumnna anumeiuia
o19lilldsunsvmssmnlsiszymsitadelsamude .2 deladenilslitiugiie

5. inauaiaysiRnaslden
oA 9l4 VG Tulsagidufuunnsoausugd (primary immunodeficiency diseases) faginausisdl
5.1 siosldidughessezanying (terminally ill) '
5.2 fhelasunsitadeinlulsagliduiuvunnsesuguadl (primary immunodeficiency  diseases)
UssavilaUszinymileeiall Inefimsssyfolsnednedaaumummsnsd 3
5.2.1 fUaslsapfiduiuunnsesgunfivseianiivin B cell 1y X-linked agammaglobulinemia,
severe combined immunodeficiency
5.2.2 {ihelsagiduduunnsesugugiussianiifiudana immunoglobulin i1 wagilanuRnundly
N15d 35749 specific antibody L% 1 common variable immunodeficiency, hyper-igM
syndrome
5.2.3 fUaelsagiiduiuunmseszuniussnnifuiana immunoglobulin Unf usifianuiinund
Tunasa$19 specific antibody L% W Wiskott-Aldrich syndrome, hyper-IgE syndrome,
specific antibody deficiency
5.2.4 §Uaelsngliduiuunnsesugugivszianfiuiunn immunoglobulin subclass AnUnf
sufuiinsindeusey vieiimuRnunilunsadns specific antibody

 JUhesvezanving (terminally il) waneds gUaelsameniedslidanansasnuwle (incurable) waglianansadelvidindus1iiu (reversible) %
Tumnadiuvesunnggsnw fheandetislusseznadudu
wnews fliesainanensldsunsinuuuulsziudszaes (palliative care) tnesjwrisliiananudviinuazanundnsunududdy
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5.3 lﬂﬁﬁﬁﬂwﬁﬁmw selective IgA deficiency Lilesannladidoyed waze1aludunsienagUae
desnniinnmeioniiudndaldieanmsld VG
5.4 finanseniuuesuiunisléentind a2) nnedaldefudae™
A5197 3 MedelsagiduiuunnissUguniiusazuila Afesldunsseylunuunesie
auAnslden

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 1A with 1gG 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. vuneTisuziuarIgnislden

3udhe 400-600 fadn3usatmiing 1 Alansusonss NN 2-4 FUam MniulSusEsulRlg 166 trough
level 31nn97 500 Siadnsuseawndans e 1A 800 Sadnsusewndans nsaifidl bronchiectasis W3NS
a@L‘?}IaﬁEuLLiﬂ
Wnee suRazuSIenaiianisliofiuananeiu Tusneuialienanenaisimsuenneuliie

7. szezanlumsine

Juogifurinveslsnuarnaeiiavownmdditads lasusuduifasfimusuiudedd VG deidles
wisokl 1uNnsdl 1sG subclass deficiency 8195 IMEANITIA IVIG 18315501 6 hisu §e 1 U dmiu
fnenfiduiuunnsesildiunsinumenisugnaiglunszgn aaslyiumndiidadevieunndghinnisin
Jugfiasaninnuiulunsweanisli IVIG auunasgiunissne

"usaiushwdeyaliiiielddundngilunisnsaaeunislien lnembhenunisiiuguansdaldendad 22)
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KUINNAIAUNTS I8 Human normal immunoglobulin, intravenous (IVIG)
v 1 v . . 2
gaueld 15 immune thrombocytopenia YUATULTY

1. szuvaydfnislden

yoousiAnslde IVIG arnmhesudnsusslond meondanisinu (post-authorization) 1esangiae
dulvgjinundeoinisanidu uazsuludoddtuseisiuidiasiuonvilifihadedinld lnedins
amzileuunmg anune1una waghdiendasihnsinw dumhenudnsuselovd

2. AuaNURvasEnIUNEIUIA
Duaouneruianfunvdianzniwuiiszylilude 3 wasliunndiangmnsavduindeuassaugua
Snwrdgmunsndounenaaziinanlsauas/mIon13ine

§Y o

3. ﬂﬂ«!ﬁ&l‘UWUEl\‘i LLWVISJQVI’]ﬂ’Iiiﬂ‘E}']

Huwmndgdennqillisumidesyiifioydidasanumeanlumuneigsmanslsadon videeyann
Tadiveuazuzidsluin JeujiRauluaauneuianiude 2

4. neuaiaydin1slden
ouiiAn19l4en VIG Tulsn immune thrombocytopenia inguuss Iedinasissed
4.1 fesliduaeszazaniing (terminally i) *
4.2 {fheuserseeuiililden VIG 18l 2 niuserlaniy sonis¥ulilulsameiuna 1 ads uaglally
gnglumssnuasnieatu
4.3 Jufviedldsunsidadoindulsa immune thrombocytopenia iflo1n1sguuss Tnedinasi
Asuiuyndoril
431 denvonAnunAfiinandiuundnidonsi
4.3.2 il isolated thrombocytopenia iam‘umm’au megakaryocyte Iuimﬂi‘“mﬂﬂﬂm
433 laiflawndun vesswawndadons 1wy Ande o1 Hudy
a.3.4 Hulumuinasilude 4.3 absolute indication n3slude 4.4 relative indication Telatounils
4.4 n3il absolute indication lneUaelsa immune thrombocytopenia fi81n153unse WWuldaw
inausinsuduyndedsd
a.4.1 1aild VG Wusnvuuusn wazlalld VG Wusnufedlunisinw Taeld IVIG Saufuindeidon
LazARSALAALNDTOLA
4.4.2 F51urunanidentioania 20,000/mm’
4.4.3 famzidenoonguusaiinnaudedin liud nvdensenlueiavddny 1wy aues Uen ved
V199 Y090N WAENIUAUIMNT

 fUhesvezanving (terminally i) waneds gUaelsameniedslidanansasnuwle (incurable) waglianansadelvidingus1iiu (reversible) %
Tumnadiuvosunnggsnw fiesdeTinluszozinaidudy
wnewg fliesainanenslasunsinuuuulsziudszaes (palliative care) tnesjwrisliananudvtinuazanundnsunududdy
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4.4.4 1de1 VIG nnenaan15linissnuuinsgiu wadlinevauesddan1sinyl Wi anti-Rho (D)
immune globulin, Ap3AlAFIATEEA NSBINAALABASINAUABSAIAAATBEAUIY 3-7 Tudsnall
Snnundadoasunnidelisiuiuanas

4.5 n5eldl relative indication laggUae15A immune thrombocytopenia fisndudesldsunisdasing

Tnefinarinsuduyndosd

4.5.1 fwnunaadentisenin 50,000/mm? ABUNISHIAR

4.5.2 1§53 moshlaaimsans uaz anti-Rho (D) immune globulin k&7 wilianunsadfiusiuaunda
\ianliuInn1 50,000/mm? el

4.6 finanseniuuesuiunislientiad 2) nnedaldefudan™

5. yuneiiuuziuasisnslien

Fnuawdlvg Weluswia 400 fednsusetwiing 1 Alansusiotu Wuna 2-5 Yu vide Weluwn
1 nfusievmiing 1 Alansusetu Wune 2 Fu lnedulfelurunm 0.6 Sedanssotiming 1 Alanfude
Hlus uanfiudnsadsaziviviann 30 wid (vungegalaiiu 4.8 findansdevniing 1 Alansuredalu)
WSl MG duualu 8-12 Falus Wendiadeiiaes 24 Falumdsnslisiadaun
e Jiendinisaniu lddnegluinaeiniseusiinislden VG

*Wsaiushwdeyaliiielddundnglunmsasivasunislien lnembenunmsiiiuguanisddldendad a2)
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KUINNAIAUNTS I8 Human normal immunoglobulin, intravenous (IVIG)
Jausld autoimmune hemolytic anemia (AIHA) #ldnaudusssan1ssnen
ANNTUABUVDINIATFIUNTINEaTiaIn1sTusssionadudunsefaundin

1. szuvaydAnIslden
YoauslAn1lden IVIG 3nniienuaniuselest n1enaain1ssny (post-authorization) et ngUae

drlngdnudgeinisanidu wasdndudedlasueegaiuiniifasiueaiiigtiedetials lnefinng
awmzileuwnmg anungiua wasgUlendninissnw dumhenuansusslevd

2. AuaNURvasEnIUNEIUIA
I3 aa ¢ PN % =~ ¢ A A v ]
Duanuneruiandunmdianiznanunssylilude 3 warlunmdamemeanviauiniouassiugua
Snunanunsngoune aazAnanlIALay/MIon155AW)

3. paantfAvawnndgiinnisinm
I~ ¢y o Y o A wa A a o s A
Juwnmdiieinynlasunisdesyliiviejdidnsanwumeaniluaivienysenans vieenysamansisn
dan FauURnuluaniuneiuianiude 2

4. wnuaiaysRnaslden
ouiiAn1914 VIG Tulsn autoimmune hemolytic anemia (AIHA) Wiaasunuiaulufaseluil
4.1 sesldiduihessuzanying (terminally ill) '
4.2 #Sunmsifadeindulse AIHA manasiasuyndesiolud
4.2.1 Wunnylafmansviia acquired hemolytic anemia
4.2.2 ATI9TNNENVDINTUANIBLLE TN Figu aalifunaziule
4.2.3 as1vadiusiaen WU spherocyte, polychromasia wag nucleated red blood cell
4.2.4 95713 direct Coombs’ test Tvinauan iauﬁ’umnﬁmﬁwm reticulocyte count LLagN1361339
sy bilirubin Tuilaanie (indirect bilirubin ifingstuludon)
4.3 linevauesensdnunuduneuresnnsgiunssnu Wun linevauesio  corticosteroid
wazn1sliaen
0.4 fornsquussitenadudunsefaundie Hun unstable angina ndsiieilameannisuiaiden
(myocardial infarction) #l3218 wag stroke
4.5 lsidugnedin Weswnnlifindngrualivayy wasindrulvlinevaussienisinuidieg VIG usils
pilurunageann (Wu 1 nfudethviing 1 Alansu Wunan 5 ) udaiienu
4.6 finsnsenuuurledufumsliodd a2) nnadeifldentugae

" flhesvevaaiing (terminally il) snefls fiaelsamsnedsiaunsodnuld (incurable) wagliannsadielidindusniu (meversible)
Tuauiuvowmmiin fiaeandedinlussornadudy

wew fiedananensldsunsinuuuulsziudszaes (palliative care) lnesjislianannuduiinuazarunndnsunududdey

* Wsaifunndoyal el fidundngiulunisamaaeunslien Taemhsnunsiiuguansddldontnd a2)
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5. quinerfinuzi wazdsnnslden

400 - 500 fadnSusiethving 1 AlanSusetu Wunan 4-5 u 3o 1 nusdertminga 1 Alanduse
Fu Hunen 2 $u sunsaliiu 2 nfudedining 1 Alanu uarlioydfAlilFendlunisinwiasn
LREINU

Tendeiineadmasnidensogsmeiilos Tnosulderluruin 0.6 Tadansdethwing 1 Alanduse
Flus (30 fadnusotiviing 1 Alanfusedalu) ussiusnredaazivingann 30 wiit vuingeanliiiy
4.8 fadansreuving 1 Alandusedalus (240 Tadnsusevmdnia 1 Alansusedalue) uaznenidn
waendenmetnaLioausinun

mnlvendeisinsilaglfelurunageanie 1 nfusetniing 1 Alandy sragvuslunatssao 5-
6 Il
WBe euRazuSEenaiianislisfiuansieiu Wsnsnudslienanenaismsuenneuliie

6. NITAARIANNANITINGI
6.1 vnurlvienesIndnas uazanuduladin un 15 widt Tu 2 Flususn ndndudlinuanuiaund
Toufinnn 1 dalus auduganisli IVIG wé 60 unil
6.2 lidunnnsiAniiy uaznsmela ddennsinundlivganislen wazsnwiennsud
6.3 MR INTIUALY WU Tormadeufsus Uindsue vierduldendou Iruilalngnisandng
nshienasfosay 25-50
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KUANAINUNI5IE87 Human normal immunoglobulin, intravenous (IVIG)
Y 1Y . . , o
Faudld 13a Guillain-Barré syndrome N1%21n135U39

1. szuvaydfnislden

Lﬁaw’mmﬂ%’ VIG Iiﬂ%}LaW’lzLﬁla;Eﬂ’wméf’wmwgmau 191 severe type, progressive weakness
w3edl acute respiratory failure Sududosldzueluitud (siuuiu 1-2 fu) Drudufiaerafaundinld
(Life-threatening) 3sarsimualivesydfinislden IVIG 9nniigauansuselevinnendinissnw (post-
authorization) Iaeiinsameideuwnngd daiuneuia waghUienawinnissny Aumbenudniusylos
e Mtszuunseysiinisldennielulssweuna (pre-authorization) iesanliflFidulsaidy
amzgniduidediluiuil o19aseusnuilu 20-48 Hlsriould

2. AuENUAYaIENIUNEIUIA

Wuanumeruiafidnuaud@lunisguagvae Guillain - Barré syndrome Aid1day oA ICU i
respiration care g1fisiu uadiunmdiamenennuiiseylilute 3 uasiunndiawgnsaduiingey
wsguasnuiiymuvsndeuiiensaziinanlsauas/mMienssnw

Lt [

3. Qmauﬁaﬂm BNNYRNINIZTINY

!
=

Juwnnddiernaiilasunideeydfnioyd Unsanunmeaniluainuszamivne) v3eeuavinuis
nymansUszamIngl FeufuRnuluaniuneuianiude 2

4. wnauein1sItadelsn
feldsumsitiadedndulsn Guillain-Barre syndrome Tnefidnuarymanrdtinasududieluil
4.1 9103 PIMIUARILATHANIATIANViRsUTRNTIFRaT Tdun
411w wazvgeuLIdasis
4.1.2  l4ifl deep tendon reflexes (areflexia) vefinsnevavssiianawastonvie biceps
013 fnrsdndulsaludasnamatstu lnefionisdudBuduauieguuseiigaldiiu 4
dUnn
8.1.4 cerebrospinal fluid (CSF) analysis wuuSinavestdsiuiiatu Tnenwuwaddesnin 10
wadsefiadans (Luasinsifistureddusiuenanmalinvaudwansdawid  ae v e
15A)
4.2 ©1M5 BIMNTUARLATHANTNTIINTRIUTRNsTatuayunTideds Téun
4.2.1 9IN50OULTIANBUEADUTN symmetry
4.2.2 il sensory symptoms 39 signs @ntles
423 finsdounseveseiviziinruaulaeidulszamanes lnglanizos1989n1500ULIIV04
n&atlelumiiiaesdn duduriia LMN
4.2.4 vdmsdniulsndugrand 20 #Uasi flheasdoniaiudty
4.2.5 3§ autonomic dysfunction
4.2.6 liilldvazisuionnis
0.2.7 néafledinuasenideuunsanniy viewhiudiudy
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4.2.8 Wuanweg electrodiagnostic features NNTILUU (typical) Assoluil
- slow nerve conduction velocity 38 conduction block

- WU normal %38 small compound muscle action potentials

absent or prolonged F-waves
- acute denervation %39 decreased recruitment / interference pattern
NG WANITATIAVUAUAINIANNYININITATIA electrodiagnostic test

5. inuaiaydinaslden

o1siAin 194 VG Tulsa Guillain-Barré syndrome #ifionnsuuss dewnaueidad

5.1 siodliidugihessuzaniing (terminally iLl) f

5.2 fUaeldsunsiiadedndulsa Guillain-Barré syndrome anunauinisidadelsalude 4

5.3 fhedosfionmssunss Smefiennameladumaietionnisnduioseunsetusuussiiudie
(u desldaunsaltialuniaiiv) vielennsiaiated1asing,

5.4 audfAlHle IVIG IalihAu 2 n¥udermiinga 1 Alanfusionissulilulsmenuia 1 ads Tnsoudfily
sefianansald VG anelu 2 dai ndaangtaeBuiiennsmanddn

5.5 finsnseniuunesuinfunisliontiad a(2) nnedaildefuduae

6. wuaefiwuzii wazdsnnslien
gunefinuzin de 2 nfudethwiing 1 Alanusensfulilulsemeuia 1 ads wudls 2-5 $u (9
0.4 n¥usothwiing 1 Alandustetu wiu 5 5u) 1Wede3s continuous drip wazdeslasu VG aelu 2
Famimdsanizuiionnisniemadn
7. dadunm
® JszAndHaved IVIG suwiniu plasma exchange
o msliafesess uAU IVIG 50 plasma exchange wuinliiuselowil

o 5l3 IVIG 571U plasma exchange wunnlifiuszleatuinninedslnegramiaiissoeng
Clip)

' flhesveyaaiing (terminally il) nefls fiaelsamsnedsbiaunsodnuld (incurable) wagliannsadielidindusniu (meversible)
Tuauiuvowmmiin fiaeandedinlussornadudy

wnew fiesananessldsunsinuuuulsziudszaes (palliative care) tnesjisliananudutinuaganunndnsunududgy

* Wsaifunndoyal el fidundngiulunisamaaeunslien Taemhsnunsiiuguansddldontnd a2)
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LUANIIAINUNTS I8 Human normal immunoglobulin, intravenous (IVIG)
Jausld lsandauilosaunsssdniessezinga

(myasthenia gravis, acute exacerbation %38 myasthenic crisis)

1. szuvaydifnislden

vooysfAnslien IVIG mnmisaudniusgloviniendinssnw (post-authorization) iilesaniiulse
anidunarandudedioluiuiifasduiiisenafundinld Tasfinsamadouwnnd aowume s uas
AUrenasihnsiny Aumhenudnsuselovd

2. ANANUAYDIEAIUNEIUIA

Juanumeruianddnenmlunisquagienldinsesiiemels sauiadunndmmznimuniszylily
19 3 wazgllunndianiznvaividuiniouszsuguainuymunsndeunenavziinainlsauas/viens
Snw

Lt [

3. Qmauﬁaﬂm BNNYRNINITINY

Juwnndidermnailasunidoeudfnioydivnsanunneaniluaiviuszaming) w3eeuavinuis
nyansUsyamIngl FeUfuRnuluaniuneuianiude 2

4. nausiaydifinaslden
ouAnsld viG Tulsandunileseuusswindroszeyingawintu (wond@lildlulsanduidosounss
siinsrelusveran) Tnefnasisai
4.1 sesldiduihessezanying (terminally ill) '
4.2 fUasldsunisnsiaitedeindulsandideseunsmiiniessesingn ogrstaaulaeiivsesa
omsuazensuanseellil
4.2.1 fimsmeladumandeianmnanns Tauvdenduitlessminedlassdeunss
4.2.2 flonsuansenaindelateniei
4.2.2.1 fwden Wunmdeu niensnasnaiaund (oculomotor disturbance)
4.2.2.2 fornsiisniostuduuszamanes wu Sumeluniieasedn (facial palsy) 3o
bulbar weakness
4.2.2.3 1l generalized weakness %38 proximal muscle weakness
4.1.2.4 i fluctuation of weakness
4.2.3 fsvaveiinamaesufiinsdeladontasei
4.23.1 ftuiinluvssiaindulsandaiiiosouuswwindre (MG)
4.2.3.2 repetition nerve stimulation (RNS) test liinauan
4.2.3.3 prostigmine test TkaUIN

 fUhesvezanving (terminally i) waneds gUaelsameniedslidanansasnuwle (incurable) waglianansadelvidingus1iiu (reversible) %
Tumnadiuvosunnggsnw fiesdeTinluszozinaidudy
wnews fliesainanensldsunsinuuuulsziudszaes (palliative care) tnesjwrisliiananudviinuazanundnsunududdy

196



4.2.3.4 single-fiber electromyography (SFEMG) Tvinauan
4.3 oydfalHlden VG I8liAu 2 nfudedlansy dentsfulflulsaenuia 1 ads Tavenalden 1
w38 1.2 n3usie Alansuneulutuusn dlilanadalvisesuasu 2 nfudenlandu ndanisinwiniig
anidu unndenslimsinwlsadeisnmsduivngausely
4.4 finsnsenuuurladuifumsliodyd 22) nnadeifldentugae™

5. wunefinuzin
e IVIG Tuvuna 1-1.2 nSusenlansy Wuian 1 Tu udusediunanissnw mnlillana Jalinednau
asu 2 nfusenlandy Tneiiansusmsendal
5.1 T9en IVIG 0.4 nSusieilansuseiu Wunar 3 Tu mnldldnadsiasanlisedn 2 Ju auasu 2
nSumenlansy (AWIne15Id 1.2 nSusenlansu duszansuawindu 2 nsunenlansy)
5.2 1 nfuseilansusieiu Wunar 1 Yu mnldlinalesiansanlidedn 1 Ju auasu 2 nfuseilansy
(AUINYIIM 1 nSUABNlaNTy JUSEEVSNAWNAY 2 nSumanlansy)

*lsaiushudeyaliiielddundnglunisnsaaeunislien lnembhenunsmiuguanisddddendad a2)
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KUANAINUNI5IE87 Human normal immunoglobulin, intravenous (IVIG)
Yausld 15A pemphigus vulgaris Mdlan155use waghinauauasianissnwdlgeiuinggu

1. szuvaydAnIslden

vooyiiinislden VIG anmihssdnsusslemniniendanisin (post-authorization) 1ilasangiae
dulnafudithendn ermsanduissio uasdududesdsuluiuifnuduitaseafundiols laed
nsamzileunmg anuneua kazgUlgnasinnissnw Aumhenuansysslevd

2. AuaNURvasEnIUNEIUIA
I3 aa ¢ PN % =~ ¢ A A v ]
Duanuneruiandunmdianiznanunssylilude 3 warlunmdamemeanviauiniouassiugua
Snunanunsngoune aazAnanlIALay/MIon155AW)

3. AauantfAvawnndgiinnisinm
[ ¢ v o M v o wa A o a & A wa
3.1 \Wuunndgemgilasunisdesyliivieidiinsnnunveanluaviaivinaineg deufimauly
AnTUNEIUAMUTD 2
3.2 Tunsdlanuneuia Wifiunmdnude 3.1 Wiggnenslsmetuiausdeiaunmdnlasuniadoaysia
V3RIAUATIINUNNEAN1ENUIRIYIANERNT Y3Ba1UININTIAERT Nilauiauduiglunisidendnatn
9 liey 2 AU

4. naeinnsIdagelsa
P Yo aa o 1 [ . . a v aa o/ [ &
Qﬂaavl,mummmaaw,ﬂuim pemphigus vulgaris Inefidnwagnispatnasuiiunmelull
4.1 9109 hazonsuantnlanulsm pemphigus vulgaris
4.2 fransnsiamaiesliinisiaduanunisitady deladeniladwsiolul

®  histopathology WuanwuznIsnedIne L lanulsa pemphigus vulgaris

®  direct immunofluorescence study 19inauiInandl 1gG 50 C3 Anogrniineseninueas

U

keratinocyte (Intercellular space)
° indirect immunofluorescence study l¥inauan anti-intercellular antibody

® enzyme link immunosorbent assay (ELISA) @1%415U desmoglein 1 waz 3 Tanauinvia
nisvilale wsonsansviln

5. inauaiaydiRnaslden
auln15lY IVIG Tulsa pemphigus vulgaris Viﬁmmiqmm Fenasisell
5.1 siosliidudthessuzanying (terminally ill) '
5.2 gUaglasunisitiadedndulsa pemphigus vulgaris aanaeinsitiadelsalude 4

 Uhesvezanting (terminally il) vaneds gUaelsameniedslidanansasnuwle (incurable) waglianansadielvidindus1iiu (reversible) %
Turruiuveswnngdsnuw fleandetinlusseziadudu
wew fiedananensldsunsinuuuulsziudszaes (palliative care) lnesjwislianannuduiinuazaundnsunududdy
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[

5.3 ffihedeslonmssuuse Ssmnedsdiufiseslsa (body surface area involvement) > 30% %84
fufifane
5.4 farwdnusodld vic esmnlalaunsaldenduld Somnedsdoladondsiwiolud
5.4.1 lsiansnsnmunalseldfesn prednisolone 1 findnsusathmiing 1 Alansusotu amifuen
nAQAANAUIU cyclophosphamide %38 azathioprine Turua 100 fadnsusieu dlelvien
AnsiaiuuIu 6 dUam
5.4.2 ldaansaldnsinnildegld ilesanuathafosmeseviofivueseiflioy wu Tsafaded
suusaiumuimuasldlid Tsanszganguaugusias manalunszgn
54.3 ﬁ%’aﬁﬂﬂ%’mmju immunosuppressive drugs
5.5 mnauAulsalasuli@lild IVIG laliiiu 6 cycle uwidlienasu 3 cycle umdsmunulsalilali
WATNELAYT
5.6 finsnsenuuurlasuiiumsliondyd 22) nnadeilldentugiae™

] o ad 4
IunMILUZU wazasnislien

d' o A o ! gol LY a U ! 1 [ IS
UINTLUEYN A 2 nSuRpuuEngl 1 Alansure cycle wudlwluian 3 Tu lae 1 cycle dsvaziian

3-4 dUnm 01l 3 cycle umidamunalsaldlalifiansanvgae) mnasuulsalauas lifiseslsalmiuu 3

daviuda Timee o anauingnas veslrenlusyegafvisesnly sanamualiiiu 6 cycle wdiansun
a Yy A
wWasulUlgedu

* Wsaiushdeyaliiielddundnglunmsasivasunslien lnembenunmsiiiuguanisddldendad 22)

199



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

1. szuvaydAnslden

vooyiiAnislden VIG anmthssdnsusslemniniendanisin (post-authorization) 1ilasangiae
dnlngjinazandaeeinisenidu uasdndudedldsueluiuidwudugvisenfundiold lednng
awmzileuwnmg anungiua wavgUlendninsinw dumhenuaniusylevd

2. AuauURvaEaIuNgIUIa
, Aa 3 PN % a ¢ A A v ]
Lﬂuaﬂ']u‘WEﬂ‘Uan]llLLWVlEJLQW'WWWQG]']NVI?SQI’?‘LUGU@ 3 LLagﬁJLL‘W‘V]?JLQW']3W7Q3W°UWQUV|W§@3JQ33'33J@LLa

SnunlanunsngounenaazinaInlIALay/MIon155nw)

3. paantfvawnndgiinnisine

=

I3 ¢ Y o Yo o wa A a o A a < I3
L‘UULLWVIEJIZ\JLGUEJ’J%Wﬁgﬂl@ﬁ‘UWUQaaawﬂmﬁiaqwﬁJ@3""\]7ﬂLLWV]ﬂaﬂqluawﬁqﬂqiﬁﬁmﬁwEJ’]LL@%Z‘J%LiQIuL@ﬂ
WIRYAUININTRVAERSLIARATe eUURnuluanuneIuIanuTe 2

4. neuaiaydin1slden
A5l IVIG Tulsa hemophagocytic lymphohistiocytosis (HLH) %ﬁmumqﬁmaLﬂué’ummﬁa%ﬁmﬁ
Formundial
4.1 sesldidugihessuzaning (terminally ill) '
4.2 {hednfildsunsitedeindulsn HLH Tnefesdinmsmsanuasuusi 4 desolud
4.2.1 44
4.2.2 3l
4.2.3 Cytopenia 11031 %30 Wiy 2 cell lines (Ineflognetion 2 lu 3 Faseluil)
® Hemoglobin < 9 g¢/dL (mqﬂaaﬂﬂ’l 4 §Uavi Hb < 12 g/dL)
® Absolute neutrophil <1,000/ pL
® Platelet < 100,000/ pL
4.2.4 In13953anu Hemophagocytosis Tulunszan Aeutdes
uenanitenaiinansnsiadu 4 fiaduayunisitedelse HLH Teun
4.2.5 Hypertriglyceridemia wagz/#3e hypofibrinogenemia
® F3sting 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 w3o laid
4.3 finansenuuuresusnfunisldeniad 2(2) nnedaldefudan ™

" flhesveyaaiing (terminally il) nefls fiaelsamanedsbiaunsodnuld (incurable) wagliannsadislidindusniu (meversible)
Tuaruiuvownmiin fiaeandeinlussornadudy

wew fiesananensldsunisinuuwuulsziudszaes (palliative care) lnesjwrisliananuduiinuazanuyndnsunududdy

* Wsaiusnundeyal fitelfiuvdngrulumsnsrsaeunisldonlnemisnunsmiuguanisdddddad 2(2)
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KUINNAIAUNTS I8 Human normal immunoglobulin, intravenous (IVIG)
YUl 1sA Dermatomyositis N381N137UI4

1. szuvaydfnislden

YaauiiAN15LEe Intravenous human normal immunoglobulin (IVIG) anvtaguansUseleying
n155nw1 (post-authorization) lneiin1sasmzideuunng anrunegiuia wazgUlsnauiinissnuiiy
wguansUselevy

2. AuENUAYaENIUNEIUA
2.1 \Huanuweruraifnuantilunisguagiae dermatomyositis id1dny Tiun vegiaeings
(intensive care unit) fif respiration care s iﬁmﬁ'ﬂﬁLLW‘V]5LQW’131/1NG1’13J‘171|33141’9511455@ 3
2.2 fuwndlanzmsaunduinienarimguainuiymunindeuiionnaziinainlsauaz/viens
$hw

¢ Y o o

3. AuaNURvasLWNgRitn1Tinw
3.1 Wuwmdfidenugildsunisdesysiivieidtnsanunmeaniluavengsmanilsndonas
sInAaty vieeyavInusnYManilsadouazguniiady viieenysmanianviuszamine) vie
oyaYININIYManUsTaminer feufRnuluanuneiuianude 2
32 lunsdlaounervia Lifunndande 3.1 THEsusnslsmeuiaudsdaunndfldunidsde
oyfAvedithsnumveaniawenyseans venusvmans ilanuinrudiunglunisld

g1P9NA1I089LeY 1 AU

4. nauaiaydinnislden
ouiiAn19l4 VIG Tulsn dermatomyositis fifien1sgulss fewnasimnde fail
4.1 feslduitasszazaaiing (terminally i)'
4.2 éf@ﬂgjLﬂuﬁﬂaﬂﬁlﬁ%’umﬁﬁaéﬁdﬂLﬁu dermatomyositis associated with malignancy
4.3 fheldsunisitadeindulsa dermatomyositis Inefifuiidudnvardumnedmivisat 1iud

Heliotrope %38 Gottron’s papule #38 Gottron’s sign ¥38 V-sign %138 Shawl’s sign %30

Mechanic’s hands 32y fignuaznenadnedeos 2 Tu 4 4o fueluid

431  indaniediuduiauuarfundeuusunansnns (symmetrical proximal muscle
weakness)

132  fswdueuleivesniuiovinlavianisgedu 1iun creatinine kinase (CK) u3a
aspartate transaminase (AST) %39 alanine transaminase (ALT) %39 lactate
dehydrogenase (LDH)

433  nanseIsInevesndudodnlafunnendilesniay (nflammatory

myopathy)

 JUhesvezanting (terminally i) waneds gUaelsameniedslidasnsasnuld (incurable) waglianansatielvidingus1iiu (reversible) %
Tumnadiuvosunnggsnw fiesdeTinluszozinaidudy
winews fiiesainanenslasunsinuuuulsziudszaes (palliative care) tnesjwrisliananudutinuazanuyndnsunududdy
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434 wamsasenauliihndudednldfunmendunilesniay (inflammatory myopathy)
4.4 {Uaefesfionssuunssaueafiauddin (ife-threatening condition) Savsneds ndandefiisades
Aun1smela (respiratory muscle) ¥san13nau (esophageal involvement) éauLLiﬂ%uquLm laun
Annznsmeladuimaisiinl@eunau (acute respiratory failure) 3eilUseIREANDIMITAIULAR
Uaasniauldeundu (aspiration pneumonia)
4.5 gUrelinauaussianisinuisigengualiesesn (steroids) luvuinawmsesnagiiduiu
(immunosuppressive agents) N3BLIAKATIALALIBENTURITIAINNITINYIRINGTT 38 la1HNTa L
enduaiisosividosnagiduilunisinvidesiuldmumiaaudelndeniseluil
451 ldeevaussienisinuismgengualiissesaluruingmsesinagiauiu mneds losuen
fandmunudnetietos 2-a dUami udrennslaifidu 1o

452  AANATINAEI9E19TURTIRINAITTNYIAILLINGUALAL TOUA lUVUINEINT 8 INANTAN Y
vnefa MaAanatiudsssuerandudunsefuidin Wy Wadoavdiegisguuse
(agranulocytosis) 1wy %59

(% 1 = a

453  ldawnsalinmsshwiigeinguaiiesesdvserisenaniauiu wu dnsfaost1aguuns

9
2V

wazdvldanunsaniunulaciseufiTiue (antibiotics) Wusiu
4.6 dmsnsenwuurlesumiunisldendad a2) nnasanldendugde’™

5. Yu1agIuardsnislien

yupeiild fo 2 n¥ustetviings 1 Alanfu sl 2-5 %u (9 0.4 nfusotmiing 1 Alansusioty
w5 %u vide 1 n¥usetmiinga 1 Alanfusio¥u utu 2 u) We1de38 continuous infusion 12
01m38slality anunsald MG S118BnYn 4 dUavi wisamualiiAy 3 seudanstidu 1 ass

6. NITUTELAUTZRINNITINGN
6.1 NM3UTELHUAUUTEANSNAUDINTI N
TUseidiugthonielu 4 SUnvindslduen il
6.1.1 dndunideildlunsmela (respiratory muscle) 1 peak negative
inspiratory pressure Wae peak positive expiratory pressure 139 N1TNAUDINNT
612 sesueulusivesnauievialavidanis l@un creatinine kinase (CK), aspartate
transaminase (AST), alanine transaminase (ALT) #3© lactate dehydrogenase
(LDH)
6.2 MsUszLliuAuALUaensY
Taamunadhafowidndounduiionainiuanmsléduen VG
621 UfAseTAnTuvmslfemmasadend (infusion reaction) lduA Aduld e1dou
19 mundu Yanndnaniie Yanuds Todu aausiusa udumthon meflalaidy
6.22 eMsusiwiiaguuse (fatal anaphylactoid reaction) wauzlvien Tisedalugiifinnag
aduylulnaydue (Immunoglobulin A deficiency)
6.2.3  Autoimmune hemolytic anemia (AIHA)
6.2.4 Thrombotic event lawn ischemic stroke ﬁﬂﬂmiﬁﬁm%@Lﬁamqﬁumé’ﬁlﬁ VIG

Musafuinundeyalfieldilundngrulunsasiaaeunislden lnemhenunmsmiuguanisddldetayd 2(2)
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6.25 lanedaundy

7. na9in1IUEAEN
7.1.nsdlilins$nwisne VG ilesanlinevaussdenisinymieifinnainaudssesngualiosesdly
yungatesnandduiilifasamyasile
7.1.1 mevauewensinwiinnnendimisinm 1-3 ada nanfe liflonisddneims wie

peak negative inspiratory pressure Wag peak positive expiratory pressure aﬁuﬂua%iiu
seiuiavannsamelaesdd wie Ssvdueuluivenduierinlaslanisnduandulni
WIDANAIUINNINS0UaY 50
7.1.2 ldmevauewienissnenaife Sudlmsddnemmsuieliaunsomelaeddiilesnin
ndnilefldlumsmeladwounsiioeuledasndunieanasliiciesay 50 anelu 4
fawivaslgsuaadad 2
7.2 nsdifilfnnsfnudae VG Wesndnisinidesunss ilkldansalinisinudeeingy
adssesdlunnagwiosnaniduiuludowiulifasumyn VG Wefthemennmstndeuns
a1unsasunsshwnslsaisudna s nquaiissesalurungwssenagiauiulaeeng
Uaonny
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LUINISANUNNS I8 intravenous human normal immunoglobulin,
Jausld 1sa Chronic Inflammatory Demyelinating Polyradiculoneuropathy (CIDP)

1. szuvaydfnislden

1.1 voausl@n1slden intravenous human normal immunoglobulin (IVIG) 31nniigauangyUselew
faun155nw1 (pre-authorization) laedin1sasmeileulnme dan1ungiua wasgUignauinsshwiy
wheauansuszlovd

1.2 asonuuunesuAuAslde e A(2) 1umumnvﬂ%&1nuwﬂw LAZYNY 6 Loy

2. AMENURAYIIENUNYIUNE

2.1 Lﬂuﬁmu‘wmmaﬁﬁmuamﬁmumﬁﬁaﬁaLLa“mLaﬁfJ’m chronic inflammatory demyelinating
po Lyradlculoneuropathy (CIDP) mamm loun @1u150M973130d9M 529 nerve conduction study Wag
electromyography iam/lﬂ:uLL‘W'V]EJLawumwl’mmuﬂﬁwua 3

2.2 3JLLW‘V}EJLawumﬂmmaumﬁamuim@LLaiﬂmﬂzy‘mLLwﬁﬂ%auﬁaﬁﬁ]%LﬁmmﬂiiﬂLLas/‘w'%amaf
INWYN

3. Aaantfvawnndgiinnisinw
Juunnddiervgiildsumidesuiiiviopdidnsnnunneaniluanussaminemsenuisiyenans
avszanive) FeufuRauluaaiuneiuianiude 2

4. nauataydRnaslden
auAnsly IVIG Tulsa CIDP sreinausiasuynte fail
4.1 iduiheszezaaiing (terminally i) *
4.2 siealidugUrenlasun1sitiadeiniu CIDP associated with malignancy
4.3 guhelasunisitadeindulse CIDP lneiidnvazasunntafmelud!
v A B
431 Hon13geuusvsegadeadnuianiiuduies lunaiwinndt 2 wew dndeinisiniu
Jusvezdng onsesunsaluisinduilediulaunazdiulans
4.3.2 Tendon reflexes &A1 0 019 1+
433  Wuanwza s electrodiagnostic criteria 9819198 1 0
a. Motor distal latency 81234 > 50% W89 upper normal limits (ULN) Tutdudszav
SRANIGRIPAGY
b. Motor conduction velocity 4184 > 30% 9 ® 9 lower normal limits (LLN) T
duUszamegstoy 2 Ldu
c. F-wave latency 817U > 30% ¥89¢ ULN lulduuszavoentoy 2 L&u

* flhesvevaniing (terminally il iuneds fiaelsamenedslaianunsndnuld (incurable) waglsianunsntaelidindusnitu Greversible) &s
Turnufuresunmdline fuasesdedinluszosnasudy

e fliesananenslasunsinuuuulsziulszaes (palliative care) tnesjwrisliiananudvtinuazanundnsunududdy
191989970 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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d. Tainu F-wave Tuwaizdl amplitude = 20% vos LLN Tuduuszametneios 2 du
e. Partial motor conduction block: > 50% amplitude reduction Tutduuszaneogns
oy 2 1du
f.  Abnormal temporal dispersion lutduuszametetion 2 1du
¢. Distal CMAP duration il a3 uluiduuszamegretes 1 1dunasidnuny
demyelination ag19tpednLEU
4.3.4 ‘W‘ué’ﬂwwmqﬂéﬁnﬁaﬁuauumﬁﬁaﬁa (supportive criteria) og9tioe 1 U9 l6in
a. Cerebrospinal fluid (CSF) analysis wuUSu1auve9ly sAuiiuty Tneny leukocyte
count UeenI1 10 cells/mm?
b. $1573 MRI WU enhancement U84 cauda equine #3931nUT2a
c. wuanuAaUnAveaduUsEamumLSAnTinlFfulsAogetion 1 1y
- duuszam sural Unilaefidulszaim median wie radial Anund
- Conduction velocity <80% vasAUNG
- N19M$79 somatosensory evoked potentials AnUnf Taedilaildiinainlsaszuy
Uszamaiunan
d. wumsnevaussidsensldeusunliduiu (immunomodulatory treatment)?
e. HAN13AII9 nerve biopsy WUNANFIUTALIUYDINT1IE demyelination Lag/n38
remyelination Tnanisldndesganssamidianaseu wis n1samadnszidulayszam
(teased fibre analysis)
4.4 gUhelasu corticosteroid %38 corticosteroid $aufugINAiiANTY warilidnwuznwndindelate
witesastoluilt
441 lesvendunan 1 ey wavil Inflammatory Neuropathy Cause and Treatment (INCAT)
score > 6 (IWALLDLANINNNANUINLUUNIY) UTD
4.4.2 la3usndunan 3 wweu wagdl INCAT score > 2 s
143  fnatrafeefisunsslusedu grade 3 30 4 99nn15l4 corticosteroid 38 corticosteroid
Sufvgnaniinuiu

5. guingfikuzi wazdsnsiden
5.1 4une IVIG Awuziii A 2 nfusedindnd 1 Alandy wuld 25 Su uazaudieaun 0.5-1
nfusevmidnga 1 Alandu wudly 1-2 Yu 1¥e1#2833 continuous infusion a@unsalsk IVIG g7ld
vauethetios 4 dUawi Tunsdalssdelud
- ;ﬁﬂ’gstmié’J’ﬂhJﬁsﬁw%mmﬂmaa (INCAT score windundatiinduilefiouiu baseline)
melu 6 Woundslien VIG Afausn vide
- Qﬂasmmﬁ%ﬂmﬁm INCAT score anadagstios 1 asuuudiofisuiu baseline Tngldan
fasanuliiiu 1 1

Y 4

5.2 ansaldsuivennagiauiuauls

Y

2 nsdiidinawinisidedeludedl dlhedesdinsndudulmivietisuredsauasidlifunasiie 4.4 Jsaveydflden VG 16
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6. MSUTTAUTERINNNITINEN
6.1 N15UsIEUAUUSZANENAVDINTTSNEN
Tiussiiudthed 4 dUanindsldsueadiusn nianduediedosnn 3 Weu TnsUssdiuan
INCAT score anasegnitios 1 azuuuiiafiouiu baseline aelu 6 iou
6.2 n15UsziliuAUAuUaDANY
TWaamunadhafewdndeunduiionaiiniuannislasuen VG
6.2.1 UfAsTiAntunel e mmaondand (infusion reaction) léun ARuld o1ideu
14 siumdu Uanndnaiiie Uaands Tadu anusiush uduminen welaldy
6.2.2 81NSWATLATULSY (fatal anaphylactoid reaction) vauglyien Iﬁiﬁﬂuﬁﬁﬁﬂ’nw’mﬁmﬂu
Inaydute (Immunoglobulin A deficiency)
6.2.3 Autoimmune hemolytic anemia (AIHA)
6.2.4 Thrombotic event durl ischemic stroke 9nMsfifinSndengedundals VG
6.2.5 laneidsunauy

7. \naein1IVEaen
7.1 MoUAURIRENISSNY na1afe INCAT score anatagetios 1 Azuuwiiofieuiu baseline Tnglsk
greliosaunsy 1 Y wdinisusnem
7.2 lineuausianisinw naniie INCAT score Windundatiinduiioioufu baseline n§sann
Tasuenluuan 6 Wweou
7.3 amuzﬁum;ﬁﬂwmﬁam{‘]u terminally ill
7.4 fUeiinensthadesinnslden IVIG auldannsalden IVIG dela
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