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55, ZIEMILATEE (K 1A, 1B) 5 #F HURZZ MK
# ( parathyroid hormone, PTH) K 367.60 pg/mL ( 1E
WEHE N 15.00~65.00 pg/mL ) , i 1.23 mmol/L
(IE#W B M 2.11~2.52 mmol/L ), IfiLf#2.43 mmol/L
(IE# Z%{H 7 0.85~1.51 mmol/L) , 45 T B2 45
D3 /1 600 mg &K 3 kK. B =FF 0.25 pg B K 3 K
HARIAYY . BERIEMRZ, 54 RIWHhE & AE, Jf
IS HY e, 5T 20194E7 H 15 H
AFEAR B 2 e B B2 Be 9 4 I RkIE— 253897 .

F

5, HIRAAL ; C S m AL

(]l

(1 mmHg=0.33 kPa) , B/ 162 cm, IAJFi 5 54 kg, BMI
20.58 kg/m, Ao, i, MEFRTC S, TIPHZENI AR R, A
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I IES w] BERHPE . BN A IS 1.56 mmol/L,
(ML 2.29 mmol/L, LBk KBk B BRI (1 1E 3 S5 {1
FBl N, PTH & 378.20 pg/mL, JR 45 4 2.20 mmol/24 h,
PR# 17.7 mmol/24 h. 7 K T E 7S R UL 5,
B X 4 M SOk I B %% B A5 R IE , DHELEE, Sk
Fisi CT A6 25 735 XU /IS A 4 R A% . 3 2 1S 49 XL B
A5 DX FR 1 e 2 B A AR (L 1C) |, ki 2
R PR AR DL S 2 WA (B R 55 R ) R
U8 iR 4F ( pseudohypoparathyroidism, PHP) . %4 7 ‘&
b =B 0.25 ng B K 2 K. B2 45 D3 K 600 mg &K
3 HRIGIT . SR NN UF e, AR & A
fa, IR 2 T, A e T i B Uk Bl AE 1.46~
1.78 mmol/L, 201947 H 22 H 1B,

2 3t & PHP#E—4 AL PRGN, HAE ML
5 e IR AT PTH #8490 AR HESMIEPE S T PTH R
J& PR H cAMP (75 4k, PHP 434 PHP1 1 PHP2 ¥ fif
JRl. 5 PHP2 ML, 7E43T PTH Hli#s PHP1 &%
JRH cAMP HEITAN I, X2 T GEH a L (G
protein subunit o, Gsor) BfFET] AL, Gso 78 WG MR H
fig o e S EEAE o RIS cAMP J& R WiE (5 5 5% I ES
TAFRME, BRTA PTH RSN, % FiEE 5 2iEi
WS 5HMEZRMMENER, BRFEAERKMERILE
( growth hormone releasing hormone, GHRH) , #%
&A% (luteinizing hormone, LH) . By Hli# &
(follicle stimulating hormone, FSH ) FI4E Btk iR 154
2 ( thyroid stimulating hormone, TSH) %'/

PHP1 it —434 3 4~ AL, HJ PHP1A. PHP1B
FPHPIC. PHPIA & i £ K Gs f 1 o JF % (Gs
protein o subunit, GNAS) Ft[H 2848 F B R HFE 5]
. Gsa TEAKRS S5 ZFTGE, Kk PHP1A RYRHIEM:
FIUEXS PTH LIAMYZ MR (4245 TSH, GHRH,
LH #1 FSH 45 ) H A7 G0 1 J i i Albright 35 1% P
H B # A B (Albright’s hereditary osteodystrophy,
AHO) ; 53 HMIEJHE AL BN 05 J2& PHPIA/C i3 1 4
fiE, 3 AT e S BB T AR A U 7 HE AR
BEAEARK, HRIMGIEENR . SR/ AR5 46
B 18 F. PHPIC J& PHP1 AY4R 3R R, TR A %8
AT R ER SR AETE G IR FEA i X, DATTIT 52 32 4
R R L MRS, PHPIB TEIG IR [ 40 Mok MR
FEE PHPIB, IR PHPIB Jhy# Ye (o fA kst 4%,
T H S iRl A 5 1 16 (syntaxin 16, STX16) fk
Sk, STX16 57T GNAS 1 220 kb b, J&—Fhim
FRENIC BRI i, AI4ERE 22 7 HEEIX ( differentially

methylatedregion, DMR ) GNAS A/B: % i iy /5

(transcriptional start site, TSS) -DMR ) H 34k A
Bl P PHP1B KZ th T DMR HUEAL) 2 A5 e,
1 20q 2 F HAE AEK (patUPD20q ) A H R i2 1
DMR HIAL R, X R PHP B & A8 7l 35t
e,

PHP2 i & 73 T i B4 R 1, 430 2 cAMP T i
BT R . X IR AT RE R R L LAY
AHO F#E, (H T4EE R D2 A B HEIE . H
RITEX B F T LRI T cAMP {61 2 1 Il
Lo 7 I8 45 3. 3 25 1 ( protein kinase cAMP-dependent
regulatory type la, PRKARIa) F1 #§ FR — Wi i} 4D

( phosphodiesterase 4D, PDE4D) 75"

A B AR, 2RI | s
LT A, T E MR/ AHO R B, W1k
SR Ay R A L ES WY W R A U TR & PTH /K
WS T, St CT S e 73 AU /N i 145 R A% . B 35
JRET X B DX B e 25 BE RS AL, i PHP 12
Wik sz IR 1 PHP1A 1 PHPIB i £ W, 1ZH#E T
W HY AHO SRIUFIE = . B 059, B PTHAMGH
fBCRIRPTR I, ToF M B RAE IR e, =5 B HL
KMt PHPIB nlRENER, (HEETBHEAMZAIARR, KAk
HEAT PTH AT ML 2 W
2.1 %AW FERZEPHP &, S 2l
PRI 2 PTH HRHT S R RS i 107 5 20 3 2 il
REMR, AR A A W AT N 2 R RS 1, A
BERE . MBI PHP IR R, L= A K
SRR AT S S (1) JR R FR 5% BRI RV
BET W R R AT LMK, Chvostek fE (4 )
Hl Trousseau fE (+ ) , 525 % Ky A 1M 45 % (% T
2 mmol/L. IfilL #§ % & F 2 mmol/L, [® B ifil PTH
BARTIEHR, SMEYES T PTH S R85 M K cAMP 1
fne (2) RARPEHR S5 BRI BE OB AE : 2RI Ny
A AR T 2R, KN BRI B R R B R
S5, {HIf PTH., M55, MBFIEHR, JC PTH TR,

(3) FERAERTFRAE ARl L A% F5 AAE ( Fahr 55 ) -
P T P ARG LS A O R B ILRE T 30N 55 DT
B, mIKRI AR R BB, WWAlE. T 2%
159, Skt CT A4S 735 I 00 %o B P B RS X 56 22 k1
oAk, {HIM PTH. A5 . M54 Pk Ebr B,
BETE PTHHEHT L TE AHO R, (4) 4E/ERX D=
PETRAEAE: R Z LT 6 N HLINEIL, I



© 344 .

BEERR 20204E3 H, 41 %

PRSI BcH L, BAEIG MBS I, M E RGIRNE,
WA A MR E T AR . O BB X LB 0
R, IMASEH BAL T IES, {21 PTHIE%®, JC AHO

%I}rﬂ o
22 &R
221 mEBTEALAKERKE HTPHPIRG T

v B NVE R 1o RACERR 25— 4R R D S
1,25- R4 R D, R 7 LA e i =
Bt T e N TR A L S e, A A
AL BEAVRYT E H N SN PRES s H Il v 85 1E
HE, PRESHEM AT RERG N, RGOS, R i E5 4%
il F 1E 5 S IR T LA A Mo B 1k v 85 DRRE 1Y) &
Ao PRI AR RAMNTE 1~2 g 53 2 LUK I 85 7K SF- 32
i AR, I RERH L 18 R ) W s LA sk S e
BERRER AT . [FIBIRE B b oAb 7RG, LASS/D o 1B W R
R, B =RER A, O 2~3 h, SE L
0.25~0.50 pg AR R 20 2 AT . BliRss
D2 5 D3 [ AT LA 2 B8 56 [ B2 2= F 9 BT 2011 4R
SERFRIED , (HRREA TR AHIEE, D ] ] &
M 25- LA D ¥, P AT 5] S U
FE R A, BeAh, WEMEZSH PRI AT R il iR s Y
AR, X ATREA B TR E B PHP A8 (14 LI 557K
o ABA I FHE BRI PRI ) S BOR FHBR 1R
DA M5 b 7R LA TR IR B L AE . BRILZ A6, AEEY
¥ PTH H-T PHP (855, B M IiE PTH K- &4t T
B K, PR P9 PTH HCHU AR MEfS SMJE 4 PTH 7= A4
FERRN .
222 ARG fE AL EE Y R P ER AR I
B S 8E RS, RIS RS T 10% # A HERRES 10 mL+
HIATHET ST 10 mL A2 R I, 30 Rk S B g2
it s SR RAARES AR, W4T 10% HA IR
F5 100 mL—+5% #j 25 B 1 000 mL, #% 50 mL/h ik
T QAR e, FhAE ARG AR, AT A L
PG PESCRZ AL TGS, DA s e
PHP f8 35 38 5 R 28 & g mi gtz T i & Rk ek
LR, BRI NN KN AE RGN I
PRTAE T ani ) LT 2 fihda o 2RI B E R, N
HERESEH LM CT, MRk A, YEAR I PTH 7K
e, DUE RS PHP, FRATEEIET K,
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