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Autoimmune polyendocrine syndrome type I in 1 case

and related literature review "
JIANG Yanzia' yHE LI** ,LIU Jianying' ;\GAN Huazia'"
(1. Department of Endocrinology ,First Affiliated Hospital of Nanchang University ,
Nanchang , Jiangxi 330006,China ;2. Department of Pathology ,]Jingdezhen Municipal
First People’s Hospital s Jingdezhen s Jiangxi 333000,China)
[ Abstract] Objective
endocrine syndrome syndrome (APS) type [ . Methods

To analyze the clinical characteristics and treatment method of autoimmune poly-
The clinical data in 1 case of APS was reported and
the review was conducted by combining with the related literatures. Results The patient was diagnosed as
APS type | according to the clinical characteristics and detection results. Then the hormone replacement
treatment and symptomatic treatment were given by aiming at the involved endocrine gland. The serum total
calcium redetected in 1 month after discharge was 2. 25 mmol/L,serum phosphorus 1. 09 mmol/L,serum so-
dium 135. 80 mmol/L, serum potassium 3. 65 mmol/L; plasma ACTH 1 059. 00 pg/mL, plasma cortisol
301. 00 ng/mL,plasma aldosterone 0. 10 ng/mL;pituitarry MR had no change compared with before. Conclu-

sion APS type [ is a rare disease. The correct diagnosis and standardized treatment can obtain good effect.
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HE etk 2 RN IR SRR 24
PR AR T R 2K PEE IR 5 DAt B — A B A s & B o) —
A WA BEIG 1Y IF T8) A7 AE A T ML 25 5 B U 2 T L
BB IRYT . A SO B R B KR e B B
2019 4F 1 A WA I 1 6 7 B o P 22 19 45 W0 i 25
A (APS) T Y, [a] ish b 40 56 %) SCik gk 4742 ~J
i 5 I DR B A4 X6 1 24 2 DL 2 s DR, S A S B I R
TAESE MR SAEH]
1 #REFZE
1.1 —fF#

x HEEWB.EHRAARB ST H(81260336) ;7174 H AR 243 4T H (20192BAB215017)
W, EENFHIER NSRRI, 7 HBE—EE M 1988, FIRE I, ARBL, 32 G A BEAF S

13870922888@126. com.,

B k.23 B DU TL VP 55 . & AR a1
15 4F, = B AE 8 A H A, RORBIH 3 d. 3 8 Z it
TeUT WA R BT R A S o P 2, TR
BEA . 7E R MBS B A A L MBS AR, 245 T NS IR T )
i PR 2% fifk  TB] BT DK 13 S 2 R IR B 0R T . AT3  AE
BoE R g E ., 8 A i JC W A% N
el Z 77, BEsaR . ZE RN N R B BE k2, Bl Bk
M4 6. 8~7.0 mmol/L., % H Ay ¥E &, 0y 2
AE ik — BB I L T B K58 — e BE B .
RE B, A2 BRI AT, RN IE R, JC I B

TEHER AN LW (1987 —), IR EN,
BIS1EE . E-mail:



FTHREF 202157 A% 50 %% 13 4

FIELIMGERER . BENE 2 M5, B A=, A
TR B S ISR, P S ERE . 10 ¥ EE KK
M JLENE . H —AF&F 25 %, B ARMd B, Johhi& L,
HZIEW FY ALY 40 4, B0 1 F. k22, LF
A, To g Py sk .
1.2 &4

KR 36 °C . kB 89 U/ 4%, MW 20 IR/ 434,
s 77 mm Hg, 475K & 49 mm Hg, B & 156 cm,
R 41 kg M2 VEIG A . 4 5 B Tk S M5 I 22 TC 4t
KBIE® EFRAR ., TR, R A fil &, 508
R O EAE (), RAIIE B, H IR R
KT M, Sk B R B Wi WU, A ) K T B P W
We I 0% 89 /4B, DRSO E A ST L
SN K ME T3 G T o i e B K, 6 9 B J 8k
Jii L filiz o H, W2 RS Sk b i BAPE T2 g 4
W/ min, PYEAL J7 L WLaK J7 ¥ 0E &, ACT TG B oK
Jib 95 BEAE [
1.3 ZkBEHhE

MLH R M 2T 94 g/ L, 204000 3. 1210/
L, H4iil 5. 29x10° /L, Mk gk 121. 6 mmol/
L% 7.13 mmol/L,%5 2. 10 mmol/L,# 2. 75 mmol/
L, wE iR A 62 U/L, fB% 4. 31 mmol/L, i T hg
IEH BRI E 8. 83 pg/mL (IE % A 14. 90 ~
56.90 pg/mL) . HUARBRIIAE « ML I UiF 25 — A HH R e
M (FT3) 3. 13 pg/mL CIE % {8 2. 00 ~4. 40 pg/
mL) , IfiL 775 i 25 HOIR IR & (FT4)10. 68 pg/mL (IE % {4
0.93~1.70 pg/mL), {2 H AR IR R 4. 63 pIU/mL
GE#{H 0. 27~4. 20 pIU/mL) , FUIR IR o 48 Ak 9y i it
& 12.48 U/mLGE %18 0~34.00 U/mL) , B4R R Bk
FEHPUA 114,40 U/mLOE#{E 0~115.00 U/mL);
MR B bR R R % (ACTH) 1 492. 00 pg/mL(iF
WA <63. 60 pg/mL),24 h JRIEE K FEL 6. 20 ng
(IEH {8 20.00~72. 00 ng)., F¢ RS0 A M3
Fz R BE (8: 00AM) 41. 00 ng/mL CiF % {H 66. 00 ~
286. 00 ng/mL), Il 3¢ & T B (4. 00PM) 26. 00 ng/
mLCIE % {8 22. 00~ 154. 00 ng/mL), Ifil 3¢ Bz Ji B
(12:00AM) 19. 00 ng/mL (IF % {H 15. 00~ 136. 00
ng/mL) ., L3¢ [ [ B (3747 0. 040 ng/mL CIE % (&
0.065~0. 296 ng/mL) , Il 5 [ [ B (EMZ) 0. 050 ng/
mLCE {5 0.059~0. 174 ng/mL) . Il 3¢ ¥ % 1% M
(372A)4. 00 ng/mLIEH{H 0. 93~6. 56 ng/mL), Ifl
WOEEIE M (M) 5. 90 ng/mL (IE % {4 0. 05~0. 79
ng/ml), I3 M4 K 3K % 36 PE (37 7) 361. 00 ng/
mL (IE % {8 55. 30~ 115. 30 ng/mL) , Ifil 3% Ifi 45 % 5K
F G (M) 482. 00 ng/mL GIF 8 {8 27. 80 ~52. 50
ng/mL), PE¥E 6 . HIAAE 3. 70 mIU/LLIE
HAH (4. 800, 0)mIU/L], JRAEEIIIE 2. 67 mIU/L
[IE#{H (6.80+0. 20 mIU/L], ¥ % 61. 39 pg/mL
(IE 18 12. 40~233. 00 pg/mL),Z2H{ 0. 920 ng/mL

2219

(IEH M4 0. 121 ~12. 000 ng/mL), S i /N T 0. 025
ng/mLCIE# {8 0.14~0. 76 ng/mL), H & H Ak
A SRR Z R PUIR (—) (R R PLIR (—) CEIE L
PO C—) VREANBHUIAR (—) B HTIR (ANA) (—) HIR
ot E AL BB CTPOAD) (—) L HUIR R 3R 45 14 4t
R (TgAb) (—) A 2B B R B e i (— ) B I 4t L 4t
=) VB ERRHUA (—) ,RNP,Sm.ssA . ssB Hifky
SRR N BT e e < U= N
1.4 #43Hhd

O LR R 34y ST-T MR, $2 7 (K45 i 8 ]
fe. MR RIS H . MR R A I H OBV K W45
. R MR FH Bk MR R 0L B 55 B0 g
JET T mifa 5 BN g o P B i AL (& 1.
BECT 22 AM'E AR CT FH R W B S A
A0 B A2 20 A, B %8 B O T R R AR RS X8 K UL B
S
1.5 #wzit

APBEJE 0. 9% Nacl % 100 mL -+ S AL Al 1 #
100 mg, i H 2 YR E K% 1 50. 9% Nacl #E# 50 mL+
A BEIRES 10 mL/3C X2 32, & H 1 WK% .
2 dJ5EAMA 4. 79 mmol/L, 155 2. 33 mmol/L, %
FEAHAE L 144 131 mmol/L. BCHE LT B 10 mg,
BH2®xAOMK, ACBRAEDEZIAHBKE .1
JH S B R4S D3 0. 60 g B H 2 W HR; Bk =
B 0. 25 pg, B H 2 K H Ik S AT A9FA 10 mg. B H 2
WHMR;T12HE2 .,
2 % ES

WK AW APST . A Bt s bR
JT Ty BE AR AE L PR 25 R T A8 AR (R AR 55 80 5
Il PR FOIR IR Sh e sE . 2019 4E 2 A GEBe 1 A D
A I3 A4 4% 2. 25 mmol/L, I8 1. 09 mmol/L, Ifil
£} 135. 80 mmol/L, £ 3. 65 mmol/L; Ifil ¥ ACTH
1 059.00 pg/mL, Ifil 3¢ Bz i 301. 00 ng/mL, Ifil 3¢ B
[E M 0. 10 ng/mL;FR MR & ay LAk .
3 3t s

APS & A B s thae st fam S35, 2L 2 K
VBN iR E AT REZ o RE RN — R
G gE A AE, AR ] B K AR N 4 W iR A ETY . AR R
NEUFELD # BLIZZARD #% i APS I & 4+ 25 .
(DAPS T B, 35 Addison % 18 P 55 5 Bz bk M 22 8%
KERAF 0, 20/ 2 0, i 52 MHER A &
G e PR WA IFEA 5 (2) APSI AL, 4§ Addison 5
PEA A B Gt HUIR IR (ATTD) ATl 1 B9 FR s
RSN 5 A 1 T g (e 260 B R R AR 24 1 1) TR
A 328 ; (3 APSI B ZEAHEHE Addison i, B
EBAZED A A G RAEEN; (1) APSIV A, & —Ff
PN o (T i 3 2 1 TR B N DT S s VB E|
B G g2 M A (B0 oAt 7 B S MBI I ZR B AE .
BT APSIL LI IV A AR LAY 382 1% 75 5%, 7T g 4R &



2220

LI 2B R B ATHE APS 20 APS |
RUFN APSIT B 43 25 07 58, BB IO 3 2k i iy APS
LI IVALS IR N APSTT ALY,
3.1 APSI # ey iy

APS | BIJRFR & APECED %5 & fiF , J& — i Yo
R AL BRI AL, R FE W, APS T # K
KA ML B 0 A S R 2R R CATRE) 2848 5 L 3% &
PR T 21q22. 3 B9 1 B G g 35 3 N, H b 2k g
APS B % 9% HLHI i & B B, 1943 4F, SUTPHIN
TR 1B APS | BUERE LRI B AT ZF0 [ B s
PR L ALTE [ B S M A HY S5 0B0RT B LR B 5 T g
VR E L IR R R N IS B % . APS T
T K L AR RO R 4 1+ 100 000, ELATHY
S ol 4 1B 22 A I A, R P AR SR L A, B H A
b 1k 38 9 B KA 200 i

R AR A TG 22— &, ol L% g
APST A, (1) =HRAE R Bk . B 25 0, B b BRI
U BB R L L (2) ZBCAE H A — R . {H TR i
B APS T BRI H ;) R E WS APS T A, AIRE 3%
WA R, KA AIRE 3 H % AN GEHERR APS
T ARG i AR B 8 B I R B A 4
2R A7 R I B BR (PTHD 76 B B AR 5515 O F 47
b F1E FARAE S = M8, R MR R84 ST AL, vl LA
BB 12 W1 D & 1 B 250 25 T R R A T F R 46
g S, B S5k A DR TR O R R M CH R IE R BB S T 3
B & H A oC A i), R BREFEZ
F1 U AN 2 DL R s K v 2 R ORI HR SRR SO K AT
A AR - L 38 2 KRG A A i PR R R I K A I
TS ] i K SRS, 1 7E ACTH 7K 381 8 FF & . Addison
o i W B B 5 A DR & M B S5 0 fT Addison i R L, AF
A APS T BIIGIRF I 2 Wi o . REBECIELR
% A0 A g R IEE W a2 PR R R LH Ml FSH K
P TE H 3 U B 1 R ) B R AR D H R BB R
AR B4 28 3 18 22 38 b A ARG T 2 7% FE PR B R i P9 43
WIIRE A2 B B AR5 R R R T R 45 05, H
AR R RF R BLIE R L B T AR S A A R e ik
Bkt AL . R TO S ER R R YL, % R T BE S I R AN M
X 2Z B9 22 57 0, T DA JF o Y B L 30 g = IR,
APS W2 Wit i — A sh A /L RO B A9 4 H 3K
Z A fE VAR B LR P B R AR T LR K
W, gL AE TG APS T R A B0, 40 1 AR IR |
AER BN R PR R ) e GR A E B s T P A
Ji 905 K e EZE A 1 1 R L1 PR TG S I A A AT
H SRR SR R EHESE A S
o 1 Al P8 4 I RS K 2 Bl F B PR, A APS 1
12 W A N O T A% P 43 0 R A =2 i) ) A B R PR A R
TR Z 1812 A E AR FH A, — A R AR 1 T Al 3R mT i H
b AR 1) T BE DRAR B8 3 i, 51 RS A R R LA
A E G, B W APS Bl (0 £ IR 1K T BE B 15

FTHREF 2021 %7 A% 50 %% 13 M

M HERR AR F OB G g Bt 5 R Y L ) 4n 45 Rl B 45 L S
DL ihges e 45 BT 51 Y 4 TR R T RE R L 25 A A
Wi RS
3.2 e ARHFE

TEE A M TE o, 5 Lo & A R A S5 RN
Bk, 5A R & 0 LI PRARRAE S = BRAE ™, — M i
BEWGAS B LB 8 UL 38 AT AR T R R L H AR R A
P T BB U AR R AR 1A T A el R A5 At Y o W IR 1 B
G BE PRI L N8 PR 25 4 1 AR R B i R R A e
G A SR RN 50 W 18 S S
JF 5 o Mo 2% 0 9 XL 5 B B B 8 4 B R e L R B R
AEMAHFEEBALFENEZRET AN . AR,
LA » 00 21 40 B P A= o 1 P 22 00, IE R L O 9 3k
A5 A5 Ak 5

H A 2 0y Sk st APS T B0 A T B 3647 T
H3E P& AR GE 1 B APS T R, %% il e B
I AR i IR 3% B R A b o 8 S LK 42 2 P AR e bt
TR 25 W06 T7 B A v TR 55 R L IR B AR R AR
RIS AN LG T & o A R A RS R R T ) g
B e VO S R e SN B P R
JE B 2 B APS T A UK ILES Ay 3 22 R B0 R & L A
R EZIIM PTH K. &3 18 M SRR Y 45,

APST Bl 1.2% ~12. 0% Ay f 3 & A4 1 BUBE IR
I - 2B B A AF AR A A TR R B BT R (GAD-Ab) il
CElO) i 5 40 R 0 R (TC A BE 4 I 28 3 1 P 777 1O BT
IREFXFASTE] F 65 X 10° 23 2 R I FR i (GAD65) 4T it
HERE L GAD-Ab F ICA P Z8AR & L 1 0 FR 96
) & A B IEAN T, AR Se T AR 2 R AR B 5 g i AR
bR L HIE R — 8 & & B BN I R BE IR R
296 ~13 %0 B H A7 HUIR IR T 8 R BOHF AR R IR 5%
58 B G M 0 H IR R B L R AR I — I FE 5~ 20
B 2R,
3.3 %5

XPREVRIT  AMES KM L B B G 1 T AR A R
MRS GRS A 4 T4 FR BI2 RIr % . MR
T4 N, PTH W 20 B B W i o il B R AR i 1K 85 1,
JiE Xt — 2> PTH B A4 a1 o LA 24 1E
FA G5 LA o T A RR 3 0L W N o 8 1 K, 9 it 2
IEAREEMAE . APS I AU HT B R IR YT » B 4l 7 ik Bk e
HYUE RO AN TR sl R A IR T A
RT3 400 000 T e R SR RRE I, 214 5% 245 X 24 ) e i UK
PerlBE R K, B AT W, e R TR e T R
SECE LR REVER L R e A i R R RN R
Ra ., Ht a5 88t il I -, 18R & 4 07
R DRI TRUHE I RC R M R A T AR Y BIL 23 AH X 3¢
N ST AR A

APST B =B R RPHEERIT L, BT LR
REAIN T # 0  Ts R B ARIA YT s R IR T AR DR &
HRIMEERGIT R IERTE, 2T H



FTHREF 202157 A% 50 %% 13 4

Wik M ERHRIRT . U H S0 2 [ i A7
7E HUDR R T E 8GR A EF T R T BE VSR B L AN 4 T HR
RMEBRRIBIT RS REHE LIREL. X APST
I3 Graves BF, [l APS T B g8 35 405 =2 0 0, 24
WIRIT 5 2 % . T TR 2 30 S pR sk 36 7, bt
131 JP R s A O 1 OB R T B 8 KR rH .
X i TCEAC B ZE 1 APS 4145, I 45 T % e 4b 28, n
H 520l &, A T e e £ D FESHGIT .

ZE L RTER, APS T BRI PR 2 UL B 3 9 43
R LAEN W R G R 2 R w2 AR R B kAR
NP SR, X RN E AN
I S SR A R4 JR) WL BT AT L 0 L L sl
RIRIZ R12 . ARG R E o kO O RS i , 28
1T 15 A R A ) 5 T Y e AR R BT DL R %
R —Fp F B ek o W99 1) BB R A
S 5 DGl 7 A G T AR, BB 8 3k 35t T 12 B, TT LA 42
HRBLRFIZS W, a0 AR I R R B X BE LA A
B G928 1 PR IR 1 B A L T A IR R R A
EEHTAA (TPOAD) 2 HUR B R 2 R B ik (TRAD) |
FOR IR BR B I B0 (TgAb) , 4T BERL 1 B0 PR 5 B L 75
BRI GAD-Ab, 5 R A S PR, XX b
LB R EEERAT VR FERESERZ
V) 114 K B 5 ], b T8 — i 2 0T BB 4 5 e D) — g e
FIIRYT o I PR I U AR 35 22 4~ A SRR AE L B 0938 1)
TG APS AT RE, I R 2 8L AT 58 3 40 1) i) 1) B
B S I 58 A G Y S B = K A L AR E A A TR
PR A AR 3 45 R 25 B AE 2 W, DL o o b A
BRI R O &L N A B e W M E . B RD
APS (3897 Y HE4E X APS Y B s 2 e A 5, BT
TE L BL MR RN 38, 15 T APS 19 R ALE RS a1k iE
J7 APS & JF & APS JRYT B AT, A 2 A S (H
BRI TR,

S % Uk

[1] CUTOLO M. Autoimmune polyendocrine syn-
dromes[ J]. Autoimmun Rev, 2014,13(2).85-
89.

[2] ZHU W,HU Z,LIAO X,et al. A new mutation
site in the AIRE gene causes autoimmune poly-
endocrine syndrome type 1[J]. Immunogenet-
ics,2017,69(10) :643-651.

[3] BORNSTEIN S R, ALLOLIO B, ARLT W, et
al. Diagnosis and treatment of primary adrenal
insufficiency:an endocrine society clinical prac-
tice guideline [J]. J Clin Endocrinol Metab,
2016,101(2) :364-389.

[4] PROEKT I,MILLER C N,LIONAKIS M S, et al.

Insights into immune tolerance from AIRE defi-

2221

ciency[ J]. Curr Opin Immunol,2017,49:71-78.

[5] SMITH R K,GERRITS P M. A rare case of au-
toimmune polyglandular syndrome type 2 in a
child with persistent fatigue[J]. Glob Pediatr
Health,2019,6:2333794X19845074.

[6] LONG H,YIN H,WANG L,et al. The critical
role of epigenetics in systemic lupus erythema-
tosus and autoimmunity [ J ]. J Autoimmun,
2016,74(SI):118-138.

[7] GUO C J,LEUNG P,ZHANG W, et al. The
immunobiology and clinical features of type 1
autoimmune polyglandular syndrome (APS-1)
[J]. Autoimmun Rev,2018,17(1) .78-85.

[8] MELONI A,WILLCOX N,MEAGER A,et al.
Autoimmune polyendocrine syndrome type 1:
an extensive longitudinal study in Sardinian pa-
tients[ J ]. J Clin Endocrinol Metab, 2012, 97
(4):1114-1124.

Lo vk P Eh . B B, 55, A B Sl M 2 o 2
P G AE 1 8 1 BT ], o A B BT AL A E
P2 i . 2018.11(3) : 284-289.

(100 TaEAR, E RS, 06 5, 4. 55 29 & & v - LA
PRSI - RS R -= i 2= ). h AR R 2 24k,
2003,83(3) :254-256.

[11] EVh. A B et 2 N iR gi & e 1 &1 1 4]
[T, 52 F LA IR K 2% 3% . 2008, 23 (20) : 1589,
1627.

[12] CHINELLO M,MAURO M,CANTALUPO G,et
al. Pure red cell aplasia (PRCA) and cerebellar
hypoplasia as atypical features of polyglandular
autoimmune syndrome type I (APS-1): two
sisters with the same AIRE mutation but dif-
ferent phenotypes[ ] ]. Front Pediatr, 2019, 7:
51.

[13] Axletar, 0, Sk i, 5. HOIR 5% I 2 58 bR i &
P L) F) 3 A% 2 R SR [T 1. Fp AR o i A AR
PR A4 .2017,10(2) :186-193.

[14] GARRAHY A, MURPHY M S, SHEAHAN
P. Impact of postoperative Magnesium levels
on early hypocalcemia and permanent hypopar-
athyroidism after thyroidectomy [ J]. Head
Neck,2016,38(4):613-619.

[15] GARRAHY A,MURPHY MS,SHEAHAN P.
Impact of postoperative Magnesium levels on
early hypocalcemia and permanent hypopara-
thyroidism after thyroidectomy [ J ]. Head
Neck,2016,38(4):613-619.

IS H 1. 2020-11-16 &8 H 1. 2021-03-08)





