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Abstract
Imiglucerase is an analogue of the human

enzyme B-g(ucocerebros/dase that is produced
by recombinant DNA technology. It is used as
a replacement enzyme for the treatment of
Gaucher’s disease, a rare genetic disorder that
causes the functional deficiency of g¢lucocere-
brosidase enzyme in lysosomes resulting in the
accumulation of lipid substance in lysosomes of
macrophage of multiple organs. Mechanism of
action of imiglucerase is the hydrolysis of com-
plex lipid accumulated in patients with Gau-
cher’s disease The drug is indicated to use as
enzyme replacement therapy for pediatric and
adult patients with Gaucher’s disease type 1.
The recommended dosage is 30-60 units per kg
of body weight infused within 1-2 hours every
two weeks. Imiglucerase is listed in the National
List of Essential Medicines B.E. 2563 category
E(2). This category includes medicines that are
labeled for specific patients with specific indica-
tions, or prescribed by specialist physicians, or
produced by advanced technology, and costly.

The drug admixing is very important because it
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must be compounded by personnels who have
knowledge and technique to avoid degradation.
One technique is to reconstitute by adding ste—
rile water for injection slowly drop-wise, down
inside the wall of each vial, instead of shaking
vigorously. It is found that the common adverse
reactions (13.8%) are related to imiglucerase
administration, frequency or route of adminis-
tration. Some of adverse reactions are discom-
fort, pruritus, swelling, burning or abscess at the

site of venipuncture.

Keyword: imiglucerase, Gaucher’s disease, glu-

cocerebrosidase
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MNniTe (aseptic technique) doInEnNaU LAYNI a
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avanseusinsesluaneiafisuiulsiuldves
9 0.2 lAsau (in-line low protein-binding 0.2
um filter) Saueg®

astildi3ean9en Ao 0.9% sodium chlo-
ride Wiy

YUME3n imiglucerase Tunzaniugag
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UUN189°19998 0.9% sodium chloride Twla
USimsaavng 100-200 fiaddns Fansuiurune
g1 UaeldFuduiudntoniiiousslonilunis
Lupnldifurnnandesnisisenunsdulunuiag
s Tunsiieivles  fudunisuSuauie
puiiviunseanandniesaunsavilalaglying
LU%EJULLU@&E]EJINﬁﬁEJﬁWﬁJEQGIi’]ULﬂfi’lﬁsuw]@&l’l’i’mﬁgﬁ
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FomsszdilutuneuararouaziFoaeen o
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wihewsenean undnssugiagluy de
WNFYNTTU L5ane1u1afssY duwimelfuRdmsy
NsHaNeT@n imiglucerase agUszgnian Cere-
zyme® (imiglucerase for injection) Preparation &
Administration® Favhnsuauenniglderniaazen
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2. L%mqﬂmwaw’mmLLasmiﬁwé’w iso—
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VINEN
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12. solvseaifuanziignenadentaain 91
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U18AslASUNINTIIRAMINNTTESe IgG 1 Tusveyly
PUUINvBINTNK® Fadenndeafunadnuives
Grabowski GA wazaz Tul) 19957 Ainuingaed
lasuenan imiglucerase AvnunsasegiiAuiuly
124 3-6 eunsNINIsENY Fedunmsdnwdee,
30 imiglucerase FsansldoeeszainseTdugaed
Tgudationnsun

WusIgUNRAnUfAsenanaphylactoid ey
nirsevay 1 vewhe aegthednlngaunsosy
msfnwreifeslindsanansnsnislunisuins
guaglvindosiunisiinmeengu antihistamine
wAz/M3eNnau corticosteroid™®

NSANEINIIAATENVD 98130 imiglucerase
nsAneIn1eaddniidnwuieuiiiay
Uszansnmveseulesildainsssuduasiiug
AN55UT09 Grabowski GA agAny™ Wun1sAnw
Wisuisuussansnmassnisidioulssl  alglucer-
ase @udy mannose-terminated glucocerebro-
sidase #il#aNs5suIR AU imiglucerase 7inGn
isiugimnsnduithelsalnédad 1 uas
laiflon1smieszuuyszam  (non-neuronopathic)
117w 30 598 MsAnwifunuudy (randomized)
Uﬂ%%’a;ﬂaﬁg&aaqma (double blind) uay parallel
trial ﬂﬂaﬂumjmméf% alglucerase (Ceredase®)
uay imiglucerase (Cerezyme®) azlasutoulas
alglucerase 39 imiglucerase UM 60 gﬁma
Alansu nn 2 dUai WWuszesinan 9 e
Han1sANEINUISATINMSinsziusllnady
Suaundaden s¥AU acid phosphate AM5¥91U
909 toulwsl ACE wasUSunsdu fhufianas ves 2
nauldunnsnaiu - uinugURnisalnisasieaginuiu
IsG 7 alglucerase (6 579, $98ag 40) WINNT imi-
slucerase (3 519, ovaz 20) luriwin1sAnw 9
Lhou Iﬂ&lﬁﬂ’;&lﬁlﬁ%ﬁ imiglucerase LNWUNITAIN

AfiANAuluYN 3-6 WaULINYBINITINYY wazKUE
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tansegnnasntasunissnyiuiu 2 Juasiovas
94 lsifinsgniiniia
in1sAnw1Uszansnineesn1slasun1ssne
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Tsalndefindl 1 S1uan 457 518 lnefinnunds
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o
=
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VUNAVBIRUANAIINLAL 1.8 Winvesuununfidu 1
wihweswwaUnd 1udf 10 uay 20 audeseaunan
Bonuazanuuduresdlulnaduiiiuiulngifes
AUnd Tnoszduinandendfiuiuain 91.6x10%/L
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U7 10 way 20 My warAudITue BTy
Tnadudfintuan 11.4 o/dL T 13.7 uaz 13.8 o/
dL 167 10 waz 20 mudey uare1N1sUIANTEAN
sufamsfnnsegniiniianas waglugtefidedi
DONLAT YUINVDIAUAAAIINAN 2.3 L11989UA
Undneuldsunisinuidu 1.1 way 1 wihveswun
Unf Wi 10 waz 20 sy Aanududuves
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U
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Foyaly
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tension) WazUsnsniau (pneumonia) wulatoy
nindevar 1 vesfthelsalnsilasumssnude
812 imiglucerase wazanTEFLNANUININIL
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Usglemlnnninanudesiienainty Tae imislu-
cerase gnaneglungs pregnancy category C >
nsldenlusnsanliuuyns
Ta90uliliin13dndn imiglucerase aglu lac-
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wanzay  elidulumadeudduazfteulunisds
Idndsagnedszlevigen
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4. wnaudiaysianislden
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Freislaasuilaielud
« Enzyme analysis uaawuaneulel glu-
cocerebrosidase  fnnsvheuanadluseduiidineig
nadulse w3

112 Yuekyen K, Treerattanapun L



’Jﬁﬁ’]‘imﬁﬂjﬂiiﬂiﬁw&’m’la
U7 31 aUUN 2 W.A.-a.A. 2564:99-116

. ATIRNUNIINAERUGNBLIATDIEY GBAL

a.1.2 dUedulumunaeiognsiies 2 4o
Tamaluil

. dnnzidenaelag Hb Uesnin 85% vo4
lower limit U93A1UNG

- indadendindt 50,000/mm’ eensiies
2 adwioiiloaitu lunavietu 1 wow laglaiflanme
Sufiensaudlold wa 3 spontaneous bleeding
Pnnandens

. LARBINTFULTINAAIN splenic in-
farction

« M599LUNU huge splenomegaly (VY
24 VOUANNYDUNUAINDIYOUULUDN iliac crest %3
woumulugs midline)

. §91M15VN9NTEAN  AkA 8IN1TINgA
ReuniuveInszan (acute bone crisis) lawn Uin
nszgnyuusadrnfuilduasidafonyaiingedy
I@EJI@JWUL%amﬂ blood culture #38 avascular
necrosis #39 N3¥ANINLEI

.+ flomsmevondigunss WU ANuBNsh
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i room air) Anwsdenluengs (Msralasnisany
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« MIsYEUlAIBITINIEEININ (failure
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« NAUAIUIN
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. LVUVNNT
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4.2 dosldduieszezgaiine (terminal-
ly ill)
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anvuInenas  10-15  gilesefilaniy  lagvuinen
gegnvasgUleliiifiu 60 ellnsaflansy wn 2 dUav
6. 32EATUNMITINYILASINUTINTHY AL
6.1 Wivinsusziunan1ssnyvn 6 ey
ilefinnsanuiuvuneaunasiluted 5
6.2 TWfinnsaumymeilegUaeiiinausiidn
fuldsunasitolatondsteolud
6.2.1 linauaussdonissnwudiazlvienly
sungeaaduia 6 Wouud tneuszifiuanined
Uenssnunizulien aumsed 5
6.2.2 fimsiiFuressvuudy
6.2.3 \WinUfAsensuiien  imiglucerase
WUUTULSS
6.2.4 fthelsiinsunsineiu 3 as lu
szegla 3 e agaldauivana
6.2.5 lasunisinwinlenisugnaiele-
nsggniunadiia Mmenismsaneulsy slucocere-
brosidase Tuidinidonvn fnmsvhaulsimniiaie
yilvosrUnd
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A19799 5 InasIustimsinwuazasiliananissnelsalnis adag 1 seen imiglucerase

2787%/55UU
379n18 (Domain)

INEUIUITNTINE
(Indication for therapy)

Therapeutic goals

syuuladin

frukavay

Jan

N13La3YLAULY

1. 1@am79 Hb waeni1 85% w89 lower limit
99A1UNG

2. \ndadansindt 50,000/mm’ tnglaifiame
dunamnsaunlyly use & spontaneous
bleeding

3. memmﬁuuiﬁﬁﬁﬂmﬂ splenic infarction

4. Huge splenomegaly U9UANNYDIL LA
favauuued iliac crest vaa voumMUluY
midline F9IRVUIALABNITNTIIINGNY

5. 8INFINAREUNGUYDINTEAN (acute bone
crisis) Imammﬂsmmmmimﬂ‘uaﬂ,‘u wazdle
Laamnmuawu Immwwvwammaamlmu
m 11 avascular necrosis m ﬂ‘is@jﬂ%maﬂ

6. ﬁmmwwﬂamﬁjmm U ANBNFIYDS
senduluidenmilnund (SpO_ less than
95% room air) ANUFUGEALUYBAZY (pul-
monary hypertension) #38 #01zuNINFoU
hepatopulmonary syndrome

7. mMsasgyAulavessniediuin Ae duuin
w3edIUgIrINdT 3 percentile Weliigufiu
91y

fne daud 12 g/dL
rﬂ’mj Agle 11 g/dL

0 Kaus 10 g/dL

ne

USunaundadoninduauiisssauiliiniden
20NL83
Usnaundadenduuniluieidaduwdy
Unaundadendiindu 1.5 wh wWisuiuneuls
Fumssnuludurenlaladndy
dufivunnguasetatesiosas 50

1 ¥ A a
laiflornsangnunadendn

fhuflvunguasiosay 50 Wisuiuneulasu
nssnwvseinuiinwnguadwagingliiv - 8
wihveseuUnd  Bwsendetalagds  ultraso-
nography %38 MRI

fullvunguasiaway 30 Weuduneuldsunis
Shumsedulivuinguatayivagiiu 1.25 Wi
YIAUUNA TIRNTIT0TALALTS ultrasonogra-
phy 38 MRI
whPRuNRUNAINsABULUAIRTY
LiflonmsingAideunduvensegniiniudn
21n13UInanas

W@NYLSE 158 MR

¥38 BMD ns¥gninis
WaguwUasnvu

Lufinszgnitniaiialmidn

P £ o v Y =
LW@iWNaiﬂU’]@]’JEJﬂ’]iN'W]@IiﬂW’]\‘iﬂigaﬂﬁ]éﬂu

e

ANuRudenlulengulinsiuisuwlashivy
ANUBUAIVBIBBNT LUl ULEDA lFN
ANz hepatopulmonary syndrome N&ULIA

Junsemely

Wwiinduesres o nduinATuiginaeiung
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Towidusiana (clinical review committee) fianseun
Huseyanalunsdldu q

unay
a . . & sa o 1%
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unuiiasnwlsalnws (enzyme replacement the—
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