170 - o E B M 2R 2 3 2021 4F 3 A5 21455 3] Chin J Contemp Neurol Neurosurg, March 2021, Vol. 21, No. 3

- Fir 22 S B e R -

P22 PN 0 T IR TR i 1O e B R B o I AR A A
JoE FR 23 Ak i PR 45 5 0

I BeKR FH L4 kB OBE ITHA

(WBZE] BE  B4EZ N W (MEN) B2 B IR R B (ACTH) AR 2 ik 25 45 1E
G RARE 2 o iR A A v B R 0 T A O o [ B 2 B 2 e b e W R B B 43 v 0 i R 08 B0
19844 1 H 2 2020 4F 9 H 12 190 22 P9 43 Wb I 988 96 19 02 B b R B o 3l 38 MM P8 P FER 2 45 A A8 3 18 1)
A3 BT N H e 2 KRR LI S M AR AR . B8R 18 ) 8 3 b R Ui 13 1], 5 6 42 ' I
JI B o 38 2 E A AE 5 B s MEN TR 15 451, MEN2 84 2 5], MEN4 83 1 631 ; 1l B 3% B0k 0 Ifs R 22 Jik 8 1 6 491
VR TR SRS AR 12 815 45 9 B R0 BB AL 7 18718, W IR R G AE A o 11/18 4R 4 % B 2 W IR A
TR L I R R R G 13718, T AL R (PRL) IR (5 4/18, FAR 35 IR D BE JU UEAE 5 15718, i
P2 Ny W IR (5 13/18 8 I B R e B A 10718, SEIR B A A, T R AL R B 2 (652.90 +
254.90) nmol/L, ACTH 3 (13.38 = 8.73) pmol/L, 24 h JR Ji# % ¢ 5 i 446.35(233.08,531.10) wg; 2 41 1fiL 7
PRLF T, 13 51 FCBR 55 IR v, 11 045 8 F Fh i o SR 2R A, 12461 T (A fR B, 3 461 g Tk A i
Jed 5 8 B B L R ARIEE L 400 Ry I RN, 2 480 O I R A A0 AR L 1 46K B 3 Bl ik 5 I el 2 T R .
PRSI, 3 90 AE7E MENT 3L R 5878, 3 5 8 ¢.1183C > T .. 1579C > T M ¢.1174G > T5RAE , i fFZ N
AR TR 995 11 A I BT IR O R TR B AT i PR L HL R B AT A%, T2 SR A i b R ()
TR AR 5 J2E TR 27 A AiE A B #5095 TR Ry T A SRR 980 s MEN L S % 22 UL, At 32 58 P 43 9 O Ak 3= %2 O T %
PR 55 J D) 8 TTHEE , K Sy 1 Bl 228 1N - 0 T 9

[RBiIR] FRGEIE; ZRENSWIIEN ; ACTHZEGME, R00;  2W

Clinical characteristics of adrenocorticotropic hormone - dependent Cushing’s
syndrome complicated with multiple endocrine neoplasia
ZHENG Guang-yao', BAO Xu-dong’, LU Lin’, FENG Ming’, ZHU Hui-juan’, YAO Yong’, WANG Ren-zhi’
'Grade 2019, Clinical Medical College of Weifang Medical University, Weifang 261053, Shandong, China
’Department of Endocrinology, Key Laboratory of Endocrinology of National Health Commission,
Translational Medicine Center of Peking Union College Hospital, *Department of Neurosurgery, Peking Union
Medical College Hospital, Chinese Academy of Medical Sciences and Peking Union Medical College,
Beijing 100730, China
ZHENG Guang-yao and BAO Xu-dong contributed equally to the article
Corresponding author: LU Lin (Email: lulin88@sina.com)

[Abstract] Objective To summarize the clinical features of adrenocorticotropic hormone (ACTH)-
dependent Cushing’s syndrome (CS) with multiple endocrine neoplasia (MEN). Methods Based on the
pituitary tumor database of Peking Union Medical College Hospital of China Pituitary Disease Register
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Network (CPDRN), 18 patients with ACTH -dependent CS complicated with MEN from January 1984 to
September 2020 were collected. The clinical manifestations, involved other endocrine glands, laboratorial
and imageological examinations were analyzed. Results Among 18 patients, 13 cases were Cushing's
disease and 5 cases were ectopic ACTH syndrome (EAS); 15 cases were MENT1 type, 2 cases were MEN2
type and one case was MEN4 type. The clinical manifestations were subclinical CS in 6 cases and overt CS
in 12 cases. All cases had osteopenia or osteoporosis. Urolithiasis accounted for 11/18 cases. Regarding
the involved endocrine glands, pituitary ACTH adenoma accounted for 13/18 cases, prolactinoma accounted
for 4/18 cases, hyperparathyroidism accounted for 15/18 cases, pancreatic neuroendocrine tumors accounted
for 13/18 cases and adrenal adenomas and hyperplasia accounted for 10/18 cases. Laboratorial
examinations showed the average morning serum cortisol was (652.90 + 254.90) nmol/L, the morning ACTH
was (13.38 = 8.73) pmol/LL and the 24 h urinary free cortisol was 446.35 (233.08, 531.10) pg. Serum
prolactin was elevated in 2 cases, parathyroid hormone was elevated in 13 cases and serum calcium was
elevated in 11 cases. In imageological examinations, there were pituitary microadenoma in 12 cases,
pituitary macroadenoma in 3 cases, adrenal adenoma in 8 cases, thickened adrenal in 4 cases, adrenal
pheochromocytoma in 2 cases, and paraganglioma in one case. Genetic test showed 3 cases had MENI
gene mutation including ¢.1183C > T, ¢.1579C > T and ¢.1174G > T. Conclusions ACTH-dependent CS
with MEN is a rare disease with complex manifestations. The most common symptom is osteopenia/
osteoporosis. The most common cause of CS is pituitary microadenoma. MENT1 is the most common MEN
type, and primary hyperparathyroidism is the most common type of affected endocrine glands, followed by
pancreatic neuroendocrine tumors.
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Table 2. The laboratorial and imageological examination results of 18 patients with ACTH-dependent CS with MEN
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