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Jo RV E 45 i e LR I 12 W A 5 [n]
mAM EREE KRN

& XM E % % (hischsprung’s disease , HSCR) /2 f 41 22 2 %o (2 JE 6 B & H [ A% 5| AL 3% 58 By & BE T &AL
BRARZ Y A, " B % % F R 9% (hischsprung’s allied disease, HAD) I 2 s K JZ K &5 HSCR A8/ 89 — 20 7%
A WMILE R W IR, T A At 20K F A~ B (intestinal neuronal dysplasia, IND) 7 A¥ 22 7T Kk %, 3 A=
WAY 2R Y F o B R, A *E HSCR & HAD #9 5% B B & J& AL 69 037 & A 1k K it 3 42 2F HSCR &%
HAD RaT# & B4 W, K P i % Dok 58 B 69 55 2 545 @ s & B A A Bk . A X HSCR & HAD # 7 &,
#Fi£ B A7 HSCR & HAD #4357 o A 42 69 — 2 B8, A K Zit i,

— s R A
K % % HSCR & IURILA # 2 )L FR, 6045 B AR HE 38 3R o i bR ok A R R B RS 37 2 L
HSCR A5 48 h W A B4 & 0512 % L 50% ,24 h M kHEAE1E b 94% ~98% ), 7 )L HSCR #4523k

5 % A LA A2 d T F- LAY 2 A %8 R, % HSCR #9 et 1402 A LA A 2R D AR
R7F 7L HSCR b BT A Ja 4189 5% ~ 14% , 3o F K294 57% #5577 )L HSCR sh 45 48 h i kHEpez' .
V3 HSCR vA % HAD &)Uk A 5 Ba48 HE kB3 23040 U038 i B SUvR A 7T e B 37 e HE 12 (2 R B
MR )G BRI P EG B EARR, P EFEE TR EFANAAFHE R, 5 EEAEILFH R
RAREZMH Y MR AN CHERE BRI, RIh KA KB EEY,

bR E 2 AR £ v B 45 1 £ (hirschsprung’s disease associated enterocolitis, HAEC) fo ¥ &4 E 4 1%
55069 K M IR WLIB VA 4% & HSCR A= HAD 84 = & 5 £ e 2 — . 42509 HAEC T SR AUUR A # 42 8
JER Ao 75 5 AR AP B W R AR A2 e R R A TR F 8B mED . £ HAEC 7T 5 £
P F 30, A B G #7 A USRIB I ) B 4 B K 89 R IARDA, B 5 B AR R,

HSCR #= HAD #I)UhAAe 5 P 2455 2 EI T A M5t e T2 0, RAUT@EE FIRA7 KI5 B R
A A HAR S AR = HSCR, £ E £ 092, 124 & 18 48 K I AW 8 w5 T 55 Jopb 7| A AR AL 09 gk 7 , A 8
SFLAERENL,

= KA

(—) 4 # 1% (barium enema,BE)

BE A% A9 HSCR & 7 kX —, EBEXEA 1 ~2 d, BIZF L FAN M T EEEISHiE f4,
FTHEHRETHREMEOREEFLBITE, BT B EMA ARBTNFE AL MISH( AWM RTE LR/
TAREE W R ALAR) S T h 47 HSCR, 5 T AT 2 H P Wik T &5 m 7, 14 HSCR 4
ReJE R T0% (64% ~T6% ) , 45 5B 71 83% (T4% ~90% )'*) . % WA L5 42 L A HSCR 6995 Wi o 46 5 2.5,
80% ~90% 122 4o R ASATHAL T LAR LML S, LA FEH 50%~60% ", 24 h 381844 % (AR G)
%W HSCR #9458 JE A 85.7% 45 5 A4 17.6% ', {2 BE #F F#7 £ )L HSCR #9345 Wi 15 A 4 3F % B %,
PRAEIA A # A )L BE 6% B R BT ERN B R A SRR FEEL A B IA A H7 4 LS HSCR 49 BE
R EH 80% A F B 98% A2tk R R A R4 d Y, Bk, BE AU #7 4 LA HSCR # if & 42 4%
WY, )W T E R — AT A BT et B RE R T R AE M

HAD #Fe 4% %A E 45 1% ( Total colonic aganglionosis, TCA ) #9587 3 546 & b 8 2 — 3009 2 I,
HAD /£ BE 4% F 27 B %W RAZL Y R a9 F AABITHR,24 h B HEARNHG " MK %4 TCA £
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IR P R SR B LA N B ARSI R B Z B e s A 3 TCA BOLAIL BB
ATH AR5 B UG L5 I AL AN B AL B B LA I A TCA 9/ # EAR 25 25% )

(=) R EKR

1. F¥7 X AR 5] F# (rectal suction biopsy, RSB) #04x T & B #E#, RE B A kfe i, B b
My 2 B T i HSCR') , RSB 4 7 4% 2 69 BLW A5 1878 3] A %, W R & £ 2 ~3 om 69 1 B A AL A
MRAREY 3 mm, LRIRARFHEETERSEY & 13" fFH A LHHEREZ E 10 mm A A 3
F L ILFH KL L 25 mm LW B A IRV AR Z U Y R A 2 U A, Bk RSB oAt e it T i
WKL R FaEL Y sh, KA 9% ~30% 4 £ )L B RSB £ F AL AR AL V& & ¥ 454, RSB
RIGH A b T o By o 60 K AT 0.5% | B0 F A R B e 0 A 2250 0.19% 07

H W & & %K (full-thickness rectal biopsy, FTRB) 694k & & 3K BUZE 2745 K | ¥ VA K BRI BF A B 447, Bk &
A FEZRE DTN K, BAMEANZATEKEFKREA E 1 em LRI, 1245 4 7 FTRB & /£
FKREE1~5cm & % EFMH 2 S HmEE AR S FTRB W 69 808 E A 4% 5 B39 & T RSB 42445 #F
7ik% FTRB 5 RSB AR, R AT ARKIREL S 09 A2 AR (2 R R IREE T EW B E 8 5 B A%
HEZR . w T HAD BTS2 AF 0 RATH 0T 7 ik, L S & UG R R I A H 2 B AR AL I BLAR
% 97 K, RSB A fe4h 2 4 sa sy, T ik 4 FTRB 91985

2. FETF R ERFABRME , RAMALEFT EMAGELESEZN, £ P EE2604 HE & AchE &
ABAY AT EW 0 T AR E . B— TP AR LA IR Z 5 B INE A2 %% A KA AR 6 3 LA 1
A Z e s™ T HE X E R ATE LR LY AR EZHFRFRAHE 6, REL%E
HE % & Bp A7 7T 4% Wi HSCR, 1252 B 77 HE % &, 454 AchE BBt & 2 AW RIEE N LA £y 2 45 5] 2
AW F2 T 2 AchE S & 7T & ILASINLE F 69 4 KA 22 70 0A B I AL 89 40 2 F, 347 HSCR ) #L&
JE 4 96.84 % (95.57% ~97.47 % ) , 4% 5 JE 4 99.42 % (99.17% ~99.57 % ) 42,2 414 AchE # &4 1
KB A HSCR Fo TCA TR 8%, iy T TCA W 89 TR 28 By VAR 6 25 1 P 2 7 R IR T AR 22 69 &1 SR AY
%, A iesdaeab ek 2 3 ARG R I, A AChE &2 2 REMH"Y, faatFy 2L X EFL
oA, 3P A5 AL B 6 % £ HSCR a9 455t B An 08 LS5 AchE A8 %, B ) RAGA 2 7T e f R R IR
AChE 3 & m #6995 i dr e 2%

IND % e i drof . D425 AR TAYZ A, 3L b R3E 20% 6940 24 W4HA E X #94h 2% 5
AR IANRA LAY 2 mit; QF#>1 ¥, e RAFH <1 FohEE XM E XGZET A Tie A4
BAEE AR OEH ST TG min s, IND 0935 i 7T i8 33 RSB AchE # & 4 2 4
%) 42 % g F AchE EH AL SR MILE 2 EEF K IND B BB TEY AELCHMIELER, A
WF % a4 G & H AR NS W7 IND, 5] 4o SLER 5L 2B (LDH) | 3% 38 BR B 2085 (SDH ) | — R4k R4 A%
5 (NO) 5 8 5% % ¢, 24 % NADPH NCAM NSE PGP9.5 54 2 A A7 & ek a5

WAl 2 Um0 S BRI A A 22 0k WA 22 2 IR, 40% VA b A 22 2 TR BE 3 K, A 22 Ak dg AR G ) 3
o ko RATH WA 2R Y % Zdad FTIRBM' @it 4b 2 A A7 & AL &, b NADPH-d % &, 7T
VUK T LI U %, Y 64 Fa b 22 F 2 v B B 5k SR Y e B T AL EAp 2 2

Wb % R R IAEAE R ILA A 2 IRl AR s A . RAET W A 2 LR R T8 At
RSB, 12 AchE # &, ik % 5 XA ) 69 4P 22 20 fou Fe4h Z IR 20 B, 7 NADPH-d F= NCAM 4F 4 4b 22 AR &4
P, TALFEWE T D420, WINALE QB D Fo Bel2 4077 VA B # 6 3 4F R 3 5 R s At 2
mp ",

(=) B =% J& (anorectal manometry , ARM)

A& ARM f2# B HSCR % U B 4F M 8k K AW B= % #745) RS (rectal anal inhibitory reflex, RAIR) , {2 3
BT EAS B 4, ARM B A ARAN G M RS S 8 425 B 8 )URH A R4H RS, AL EIL
-2 E L 6 AN AL EBILE,ARM 498 JE A 91% (85% ~95% ) , 4 5 & h 94% (89% ~
97% ) T 6 A 3L ARM #9408 B 88% (66% ~96% ) , 45 5+ 51 89% (57% ~98% ) , 42 %
BT AR A R A st ARM 462 2 97 A U b 2 56 BB Ak 89 R B A5 75 4 i, AR IR A
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RAIR #98 k TH AW TINMAMESFG R T ZAARX T ARARA TR, KA LTHRAG TAERAFHERR
B ARM # 7 HAD 8+ 5T 4 £ RAIR 42 RATR )38t BI4A38 An , % A % 5, 55 T4 07 HAD A — 2 a1,

= R85 SR #4 HSCR & HAD

— I 3 W) AR R M T A 1998 3] 2008 44 967 4 it F R smAAIE 52 4 HSCR 3%, HAD #
Al R T SR ARBESMARLR RBGFH LTI AR, QI RIBER FH<3 5 FrEILS
At B F A BN R | B BB M R Ae 2848 AchE RO % LR AT & 3547, BARTE L RN 4o F 40 M
TRBITEHN L 5 , RBAITEA O BEAMIERIF A 1 0 , KRS 4 0 5 ;AchE £ &K H 1 5, F
EMaMEA2 o R MEMEA 3 o, MR A0 o FaT, I £3ER ik <3 % FHEILHETAHL 5, RZ T
A0 5 FFREILTAM S >5 469 FBIUR LD W7 A HSCR 69 T 481 3, m TR 35 <5 469 %)L &5
HARF LT kM HAD 69 TR 5, AR3R4 A %5 HSCR #0 E 4 83. 1% 4557545 89.5% , A #i b
85.9 % ALIZ CUBIE R A — R A TR, oA — 6 R, BT B R K ik 10 4,10 5
B af HSCR #935 i 7 ik it 8 S s R AR R AR FR AL — P, m LA —3 545 &4 HSCR R F %
J7 &Mt HAD B)L, #HL Wit 2GRS 2 5 Poal e st i kit —FiE %,

W KT R

K& R AT BE 9T vA %% B F) W7 oAb 22 3 M B K B A2 00 #4 A 2 5 L B A8 & 2 R b ok ok &4, HSCR
BBt R K IR LIS AP BN B BAY ZIUKF ST 6 BATR, M AR % 9T A ey HAD 0 3T
REMER, w1 T HSCR BT A% MY ZTE BT RREEFHAEY 0 H 5 R F A Z, Bk
BRAALENRKERD T EFTHZAOLALER2 ~3 cm HE, FREFE L BT E TR RFH R, LR
R BFEH Y (14 ~16 mm) BB S B TR b 25 R a5 & A AP Bk 407 09 B Itk £ T HAD #95% 22
SRR T A RAY Z e, B QA Z A S YRR T R, ZERPKAMA HE R &P R R 24
KA F #6917 Besk HSCR Fo HAD TTARIE4-F ICC M Y, B ICC ) 2% 49 Bk 1 E4E % 4 % 5 HD K5
WsE AR F Y A2 B TR E AR AT kit £ &8 AT HD BOLK S MRS b 4 AR, T
HSCR % HAD ¢4 Wi 47 A #F % TARBAK, AT AP L0 52 3 &, 2 5 i HSCR e s AE 7 k7 #T A LS M Hih
F g L7 RSB W9 4E 357 MR T/t TCA 94 Wi M 18? A 2t — F AR, ik bk i 94, 1%
HSCR % HAD 693 B K 47 5] i — 3 4 %, A8 ) 3% 5 s 89 F 408 38 b
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