111 R i E S

EVER

FaliFHE 50 e

:

)
_E_Elk
5
¥
3
e

IR -

— FEEEEH —

 AEHRENESEA T EEE ) LFE -

MR B FT B

B E AR

m AR E



$1H 111 FFELIRTIE S
10K HEER

Sl 25 1R 20 R BB > Hoh A —(E2 IEMsREE S - BnE ' 5FE
- BEEEE 2557 Qﬁ%%ﬁﬂiﬁf%iﬁ A AZ AR -

() 1L TIIARIBE A ERRaIEREDEE) Rl - A ?
(A)LURIE R R R AT IR e 3 /7 $)LLX/$%'?7FF<' JE
(BB A VEDA SR - 1 R E 2R SR
OSBRI EhE - HIMRERTREEH
(D) & Z AL 7 R P AR Y oLty > FTER 22 SR SHARHE R A EHREAR
(E){EZ~ AR BESE R AR T AT WL AREN > TaiiE R = 80R 2n -

()2 ATP FE4HREANIERE BRI A E - NYIEREYIMIEA ATP J3THYMH BRI
] & IERE 2
(A)—7 51 ATP &5 1 (E=pebkik i
(B)EEE 77T EHE BT A 2 ATP 4 REHETT
(C)&E ATP/ADP HY{E Sy A S plAG E
(DYEPHTICETER > JeREEAERRER T H ATP
(E)[Elhi S FE AL C IR AR 4 REAE AL I SR ATP -

%ﬁm\\
|'| Il | 1]

i |'.' | |
&\\iua.'@%/ﬁ
AT
&l (1)

()4 HENAEYIEELEEE T BRI - NIV SRR R 73 5UE e 7] LU R
RIERRI RO - T2 RoEamtel - TRIRUAEYIRG 2 B 2R B S B IR (A A
faf o falE b 2

()3 BEQ)REVAIERER " AR EN, ZREE - HE
IR TR o TR R fE o 2
AF BZ ©OF O E)fk-

44 AN B

(A) REEY R#lR &6 (B) A%y &E REE
(C) &E BHE BEmEY (D) EfE SE BEEEW

VN

(E) o@® BEEE HilE

\vd




F2H
10 H
¢ )5
(e
¢ 7

111 FEE TS 4

PR
EMA 24T Rh 2 —EEERT - MBALMKEREEEA Rh JUERT 55
Rh 54 (Rh ™) fil Rh B2t (Rh ) > HEFRBESEBIISAHERFAFEQD) - 1 B
HIZPgm N U A SR S AN R B AR s (B 2w RN EA D s AFAE ]
REEMBREAE M ARG SR - BEMAEEBRE > KiE0 - BaSEHYE s MR vl g
ABHRMR T - (1) ARE Rh (PR LS ARSI © £(2) AR M AT
1RG5 MAE R - 55 PRSP UR B4 HIEBTE T BT > TR0 & EHE ?
(A)ZEFI—HESEE - SEEEE D Pl (B)EBI—avE2iais - tER&ES D
bilg OZEPI=fF4ER  SHAWZES D O)EFINELER A
HWeEE DI (BE)XFIUEBRNIMRTEEHA DI Rlgs EALmER S

(1)
FHE 4LimERFEE Rh HilH mAEFHr Rh HURAVPIRS
[y (f&if8 D L) (f&if8 D Pifg)
Rh* H iz
Rh- 4 4
#=(2)
ZH— ZH— ZH= e usi
Sy Rh* Rh* Rh Rh
e Rh* Rh Rh* Rh

[](2) Ry A - AR AR RS - T YA BRI A S8 A (o
TERE ?

(A)F L RERGIT & HEL 7> & S B T 0B RS
(BYNZ i E > S A PRy F

(C)J2 ™ J I FTI k

(D) B E EdiiEEE A - [&(2)
B@) RIS (BRET) 1 masgym o BB AT AR

HEBEOERE - (RILEHIET > T YR \ /

AT 5 TEAE 7

— _ mEimERS
(A ZEFHIFRBRIA B 44 l
(BYZRFIILTHA A C 44 \
=] BACHNEBARE (KIB3E)
(C) ) B B SRR A R A l
LR EFEE
(D)FTHL A ZHHHE T-4THE A B E(3)
TR

(E)#E A FH—ZNBL S Rr > B A% 2N BIR fy Rr > JIERFHIALNAI & A = A [E
FyE] AE M



FH3H 111 FFERTHEREEE
£10H AT

( )8%&ﬁm—ﬁﬁﬁ@r“£ﬁ%mtﬁrr CIOVE INGES CRT e
%A ?
AR TIVRISE ARG » BT IERE WA EBLCUsasmnopow B0 ;nowo

(A)/%%&rﬁﬁtf 1 2 34 5 67 89 1011121314
(B)BREIEN B
(C)AREBREEIENZZME 8 AN 89 33 AX B8 A 4D 1)

15 16 17 18 19 20 21 22 XY

(D)o B E [ A S - .
C )9, BIS) B e 2Bl 7 B T -

B Bttt » 22 B IER » B0 BB o EHp Sl A

BIBHERBRN Sl X et i ol L o LT

VER DL Y 27 > B TS SR

T % 10‘ lle) 12‘

(A)1: XY (B)2 : X'X (C)5: XY

D)7: XX (E)1L: XX~ B(3)

()10 ESEZFE R DNA SEMETEER RIS I > T3 4 (=1 DNA 51 »
(] i 2 o SR P S e P R s 7
(A)GGATTACCAATTCATCCTAATGGTTAAGTA
(B)GGCGTACCATTTAATCCGCATGGTAAATTA
(C)GGCGTACCAGCGCATCCGCATGGTCGCGTA
(D)ATAGTACCAGCGCATTATCATGGTCGCGTA -

() 1L EE)ZFz=E e EH E%ﬁZ*% HERE T8

ﬁ 1% GOz
B S bR ED LS E R E - MRIEMER é

FVESRAS SR TS - T YIIE—IRIERE ? 0.03% CO-

(A) 5B B S F AR AR E LR (4

(B) — S LhRIRIE B & 1F AR R ELE R (4

(C)—EHRE T » ZAEYHELY% S bR THY HRAE (Lx)
M- VE P 2i75:0.03% — S LiR s s [E(6)

(D) LA —E bR SRR - S E I LS TE R B4

()12 THIERSAVEE - (o] 7 A AL RS 22ak 2 N i A AHRE 2
(A)Z« A DNA Bl HEHA
(B)RE 7340 > [BIRLEHE o7
(C)RkE 7y 24 3F|_J/F Pk A== KRS,
(D) YT - RGeS
(E)=Z K5 UNHIZL g8 o7 B AK H OB+ -



F4H

H£10H

(¢ )13
( )14
( IS
( )1e.

111 FFERTHEREEE
AT

R R (0 2 BT ES e 100 ol

RELRTHUFAE - HEETTETEE S § 6 e
WD+ REME R S - iﬁ &

IR T EREOEROEOR § o —a

o T (T R 0 Soml

(AYE (A RTEep - T Rl I I ar e arare
(B) AR TTLEBREE Y EL BZR K Bl (&)

(CY2 PR B fE e o E(7)

(D)kABSEA CLL IR - K B ZRZEEHVAER - BRI S frefee

NHIREF Aoy AR - AT IR 2

(A)EVIHI TR A MEE R > A RE BRI EE

(BYBIE e IR AL VIHIS MBI € > A 5 BRI SR

C) =B RTUE H EE - ALY EZ LY
(D)JE Zér e sy T AV - IR/ AR -

RIBERIE AT > TSR (F - 2~ 20 HEERHARLE (8)F -
IHACIR—TH A 7

[E(8)
(AR AP A R H S (R 2eHy
(BERAFHI LA (e A [RIFVRE S BT A
CEY LB AP EHTERERE S - AP E - ANYRERIERE
(D) VAR LY FHIDNAFFFIEEE - S LEEYIRELA Y HEYDNAFFIAH LU R
= e (97E200]

[=}

=y

EIO) » T RN I & F L T 2
it - (A 7

(AP £ Q LURS 2 AT LIS s
BIRMEIEI S R HRm s Rsky By .
(C)S Hits L AT B AR RO S1 B gy PO
(D)T FghAHE5F - T Ee




FH5H 111 FFERTHEREEE

£10H AT

() 17. BEQOYHE 1 ik GAE N EDR L FRIFRA IR B R - FERIETTH - 73 RI4Ef T 2
SHEAF 48 /NRFHYRE S S 2 SHEZIRRBASFRIRK S - 3 B A S Sl B RS
Brh o BhR 5 el —RESFUHME > BRGERAE(T) - sUERBERHAE T

FIRA AR 2 TR 2
20
- 18
16 HESF Ak E22°C
fégh 14 //
712
g0 // B
%82 // A HERE2C
< o4 — e
02 L 1. — » REAZF#RE22°C
Pt e REFFHRE12°C
0 5 10 15 20
KA (248)

E(10)
(A)12°C B T EL R {1 P R A DU R
(BYTE 22°C (T » BHEFHRTATFESIER B 0.08 57t / 4y
(OfF 22CF » B THIRES AT B 12°C FHY 20 fi5
(DY REHREHIFILE - SRERII—f - RIS -

()18 EQ) B ERRRE » oo @M R SR
BB - MO IE N HIIE - SE HE
IR /0 A (R 7 s | TS e T

(A6 A (BB A (C)10 A (D)2 A -
9 10 11 [E(11) 12 13 14
()19 FHHASHISEH - —BE SR 2B A anfdKRg - (N2 SIEE R, > & 60%Fh5E - {2
A A0%RZE - AT S —BRH > TR AN T EMERKR - Flkk 2 2R R
2% [HAIEERSE o Ny R Rt 22 B R i RE IR A 2
(A) AT EAY i A oe s (B)Er A il B A e HY A E RE
(O L AEEYRE S EE (D) N LB TEHY bl = (5 -

()20 frEsenyE BB Em IR & DL N — R EGEE AT & 2

(APPSR E BT (B)A R BRI B
C)E&RE /=M (D)REAERE - BAR -

—,. ZEHE(LH159)

Sl 25 21 S 25 [ > A 5 (EEH - Hh 2/ 0 —(E/2 IERERVEEH - S8 2 B
VHLE - FrABEEISEEE - 537 B LERIEE - 585 15 97 B 2 {d
2 2 {E LA EBEIEE - LT R




FH6H
£10H

(

(

) 21.

) 22.

) 23.

) 24.

111 FFERTHEREEE
AT

BN SRR ER SR AR AL - Y IRLE gER 2

(A)FTEHIAEY) & AL - A E A9 2 FI RV R A GE R = SR
(B)ATHEIZ S AR A ar rh A - R A ARGy B A BRI

(C)F A HIAAE & H R E A ERY RRIRE 7 AT 2K

(D)R(C)EIH » A4l AE 3RS
(E)LLERSE H AL AR S S [F R HH S (B IERY -

R DNARHAERL Z S EfE T - (i 2 257 B2 H HYBCES - (Al 2
(AR —— BRI EE

(B) i —— SR R A B

(C)SMEEIK——7Af#DNA

D)BA— % ER'E - “i{EDNA

(E)95% /Kl ——4E2DNA -

ARG R 18R] AR By o WHE YA BSR4 0 IR 2

(A) kLY A i (B)47 SR fiE

(C)4HHEtR A e (DY HRRY A 4

(E)AHRE AR M Bl Ay

[ (12) Ry B A MY R N B A R - T YR 1A 2
&\
.-..'-_I M 5:{; i.--:I
I'IllII 'I l'.'-\.E.: b .I'-':I

W R

Paiii) rie W

W @ ¥ .#_;é:_, 4
) ] 5 P Lo

[&](12)

(A)E LN TR Y MR ZHRE + 3 AH AT

(BB MEEN IR Ry TR e B

OB EAFREY T AR - BREREKFEHZE K

(D)BHFEA [Fl A= W6 A Bl A A T R Ry A= 978 L S8 22 EuA A m RE Hh S [EIHH S B AT
HRCa s BB A B 2K -



HT1H 111 FFELIRTIE S
10K HEER

()25 T5IAR] DNA R FGL > 5134 1Rk ?
(A)DNA tEEIERFOREE T3 > BIPREE — R BBl - S piosHy— i
(B)F5% DNA &AL
(C)UNHEAE AN ZR IR Bt e P A 7T DNA R 3L
(D) NHYALIMER ST DNA 5L > R YALmER
(E)DNA 188Ul - Fifctz E ks e GAH B > FHEH Ol —BoiviZH ik -

FEHD  BEHEE (L35 7))

SROH © AESYHE 15/ SBREERE " EEE ) L BHECRMEE - EMUE S -
BTSSR 35 53D - DI 35 433 -

© 26~27 FEERsRESH
Be bo*g ( Pompe ) &- f&3 8 ( lysosome ) *F4% ( glycogen ) &kfkar 0~ ¥ AL

ROFHEREACE S S A SRS - AN WERE A REARALF LN FE > F T
—‘F%;‘;Z*F Bk TEB AT R Ao A ATk kg A2 - i g B R o e bR
4R ¥ AR h- ARk & TR % ( acid maltase » * #£ a -glucosidase ) ek £ o
REErZHAPTRRZARLfE LR REPER G 20 @A RFRE PP LAY 2
B g g (e RO Tika PR AN @A B4R ff‘?’ﬁ;‘gﬁf
F R el PIEBHI N 0 A LR B o R R B R A A R A A
RELAZBY AP QAT R EFR ] Zhe B Rt LG 4 F o ek L it
Al - SRR o T R B A AT B AP R ERA § F U FRAY
B X ATTRIEEDCHFITA - ARFEPHRLRL g PR LR FFEY S
EAEFMBBS R A AR G 0 - BN FoRda gt o b B R
R SR AR TR L R VR DR B A g R L e
Fpo® myozyme® AL H L FEE AL B R MRE o L EL . EEREESE LA
( EMEA ) #7% 1 3 %7 > » JE 3 K FDA i/ o & %Ké\?}}% AP B w R AT
FLFAETFERA R e SR s PR R AR R LR - L
fRAIAT 0 R B VR B R A LI ¢ A SRR W ok v ia g

[(#§5 983 #FAApAE Lt FRAFIFENFR [ RE ( Pompe ) < g #re
ok B EAFROILM P mRFEFR]
()26 MRIBASCRI » IERALARE ARE IR A 7T R R A 2

(A)BEHERS (BRI ZEMEAAIE (O  (D)FABHER -

()27, myozyme® y El il e I R JiE e BLAT- e » 3 I M B8y T A L el e 7 24
NG BALRUE? AOR GHIAEH OBIREE  (D)REEH -




$8H 111 FFELIRTIE S
10K HEER

© 28~30HEREH
R R R ACEE TRACRIE RO SR > v F T AR AL

ﬁ;ﬂu%{%ﬁllllllllllllIII|IIIII

%‘Z%%;ﬂlﬁkﬁglllII|IIIIIIIII|IIIIIIIII|IIIIIIIII|IIIIIIIII|IIIII

()28 E/INFHEATHIZN  REFRURA EE - [ HSOAEs R IER
(A)40pm (B)25um (C)10pm (D)2.5um -

ll

()29 K EE NFRAETHEIEKE - SERBEHCEA AT - AEAYBORE R Ry 100
f5 - [RGB a4t ?
(A) B ST Es IR R > s 2 A as il K
(B) H S MlivasElE A 2 - )2 MIfdastalBEEE A
(C)H S NIdasHE SN - s 2 =S H e A 2
(D) H SR as A 2 > sl AT =5 IR 2]
(E) H S RIas e A 2 sy AL Es R A S -

() 30. B/ NFAERUREZ Ry 400 {51 - B ZZ SRR G H SR asHY 40 7% - 55 T R% 4R
EREEERE?  (A)400um (B)200um (C)100pm  (D)40um o

© 31~32FEFREH
2019 & 3 * 15 prh i« HFenpl & 7 A (Science) HAF o FE T F MIAI LR
ARAFEEEM ] S % o T H - B ARG LT ) 2L DNA AR "
e A A REArP L A DRI aEe F > £ A A Kkenk - X 4 Ky oAt £ 2w
PR IIARR L AR B o
7%@ Toathr o §OE e G IR RN 2 S A blde T AR (S £ 0 e
ORI = o nJ&*Km@ o WA B AR 2L ARTET L FHE ol
AEE VAL XA BB ] PR 4 A 2ET R o
p allﬁié‘fﬁb ST Az A 2 NE A imie v ”‘—«f;» L M G B l—f‘)'B'\J DNAE’L#'J:‘;{
- B384 £~ & (earlygrowthresponse » EGR) j e " 2 g4 A %) ) 2 £ 31 » *)I%fg»\{é{;
BB ER > T O UREAMPFRL AR o AR PR RFR - FH LA
ﬁPF’*’JElﬂ\?ﬁ?ﬁ@_ﬁ%ﬁﬂ DNA B4o®iB > T HERITRBOAFIEE o m T M E 8 {4
A4 ¥ EGR ehAA W) & hm £ 7R frZ B RMA2 EGR ¥ 02 4 & 5 % 4
g A B F oo ﬁi§ KFB\N; A EFAFER S 2 BFOAFES N2 oo P e
PLEB D - a2 RA R AFIEBRRE - NEFEE 2 %E
( 3L LXT%E%KK%EH“B’JW%} ol iEnE ? (JEZE3IH)
(A)AfE » EGR RN A HEFERINHEAE
(B) AR - EGR BN ARg R » (B ABEZE I AR EEHA RS
(C) EGR EHRAIgE 2 EHRIVENREN - BE L2 AR
(D) EGR AN NiEes: ~ /B35 ~ /B2 F R R



FHOH 111 FFERTHEREEE
£ 10K AT
(E) EGR EWNHAHERENNEYT - AR EFEEYRE T ATA ERARIE -
32. RN FIERFR U o T iEaR AR F AR o RS ST DNA FEARRARH - WEEL
FTE IR RS | - HERTRRIVARRSE TR0 ) fRRY RN E R R R - Rl
TR GRS DNA SEB RNA Ak 7 SOSTEREZR G E 7 8 DNA iy — R
TEERLAER 2
[&]

© 33~35EAREMN

HMEFFERLI DA A LB MG AFERREPRRE BT > 280 - BF 2 afib o
A IRenE BN E m];ﬂ“rﬁlfk’ A& A fs#’ﬂ%‘f“]ﬁ%b £HE i;ﬁéz-éﬁifaiﬂoi"'k
H T AR -V RAT FEFRERDGE 4 BARBE DA A HE AR -
FEERGFARIA L LT REBE - FRHEIIHP LIRS T EER AT > it
i é,%:ﬁffnﬁﬁﬁq—;gf@p o

BF AR AR F § NS R SRR B SR Rk 2
%B*”%‘*#QJLﬁ”mE’;“HrE%F’“ P b AE R EFREE KR SRR PR HFT R ol
FERAFYPFLFTRHTESDEG R PRER2F R ERERF L F d T T 2
AR R e R R ?Fﬁﬁ’%#ﬁ 0 i A

Bem A mant MR 0 dlp ik G A B Y R upis AR SR Béﬂﬁﬁﬂrﬁﬁ#%@%\ :
1 ERFshi fieape & AEBLFEREL AV ma ~ 83 Hibl (oife) 4 4
@?\zﬁé\])‘
5 AT AR BORATE I
st A E P AR AR IOROE- AR TR G UEARIS AR o BN

R YA (e p # P 5 65 2016/4/19)
()33 BRI - HAHEA EE A DU T g 2
(A)4HHERZ (BYNEH (O
(D)Heaiir (E)kir4nis

()34 UPREES =RERIAY) - FERRBAEL TE—(E "5, Ay T ?
(A) e HHE 57 (B)E &= (CFEA L5
(D)5 (E)EhPI5t -

35. fHf@mAEmATE LAIAE - HerCRa Ry E R R o T A1) © &1 L AVAIRRAETT
AR YR - RIS R - EEYE R TR EA B (TR R i) ?
[&]



FI10H 111 FFERTHEREEE
£10H AT

© 36~38 ERREA

FO RO AR B pimre p e B () TR RR o N
I (6 0L o S Aot - B EF | mw ﬁ@
()36 EEE AR I~ TS |1 2 e

IS A DNA 2 sery oV |
W ®Z ©F OT E)k- -==a ¢ OO§ e
T ux @‘g
()R B A et 7 | o )
(FE3sE 2 750) |

AF BZ ©OKN OT E)NL-

38. AN#arh > AVPLLANHEG= L4508 ? s H 2/ DR EA [FITEHAV AT -
[&]

© 39~40 EEEREL

7 DNA e 5P S pr o S0 F Sdk (Feile B R R R H Bk (T Ao o [ T T
o d e ® ik DNA AP o infgde™ ¢
- - F SRR A B RA L MR P A B R e F 4K 100 mL 0 K

IR BF MR E 0 250 mL Mg P o

sher EmLRped o gt kiR 5 A4 o
vher SmLHEM & Rkt g E FEE gt 5 4
sder BmLERTE Y H 0 T g R 5 A
S HEAT O R LR R G F IR K T - B EE 5200 ML AT e B R o
B BRI R~ e S o e F A W IR 2~2.5 6 WA o 95% i -
VRN Y iR R R Ah 174 K DNA B 5 21 DNA § st i iR o @

ﬁo
48

[N = S FY R Y

sl

Ve

;%";é‘ff"“" BUTRMAE G
()39 EERREFTESIIREIREY T - BREMEZIN » NEH DNA EERERE
SR AR Tz ©
(AR (B)xiERE (O (D)FEskie E)NEH -

( )40.7F DNAHZEIAVERRE » IIA TEFZ2E8mELAR - RIDU T ECEHrT 35 1E6E 2 (e 2
TEH)
(AVIIAZEEEK © FERAHAR R L ARRERX
(BYIAERENE © ABR4HAE TR
CIMAFEEEAL T - B B) DNA 8
(D)YInA 5M &EEK - SR AmAEAR 7K
(E)IIA 95% K% « AT DNA -



