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Supplementary table 3: Review of patients with metastatic PPGL with MAX and TMEM127 mutation 

S. no. 
(Ref.) 

 

Age  
(Year)/ 
Gender 
(M/F) 

Pituitary 
adenoma  

 Nucleotide 
change 

Pheochromocytoma  Metastasis 
 

HT
N 

Biochemistry 
 ( xUNL) 
1.PFMN 
2.PFNMN 
3.UNE 

Site 
(B/L/ 
Right/ 
Left) 

Size 
(cm) 

Site Nuclear scan 
1. 

131
MIBG scan,  

2. FDG  
3. DOTA 
 

Treatment  Outcome at last FU 
Death (Yes/No) 

MAX 

1.(1) 51/M  - Yes 2: 15, 3: 15 Right - Bones, Lymph 
nodes 

3: Bones, Lymph 
nodes 

PRRT - 

2.(1) 64/F Prolactino
ma 

- - Normal B/L - Lymph nodes 3: Lymph nodes - - 

3.(2)  47/M - - Yes  B/L - Lymph node - Surgery No 

4.(3) 45/F - c.C97>T Yes 1: 0.9,2:10.4 Left 10 Lymph node - Surgery - 

5.(4) 33/M Acromega
ly 

- Yes Elevated B/L 4.2 - - - Yes 

6.(5) 18/F - c.244C>T - - U/L - - - - - 

7.(5) 40/F - c.295þ1G>
T 

- - B/L - - - - - 

8.(6) 32/M - c.295+1G>
A 

- - B/L - - - - - 

9.(6) 46/F - c.1A>G - - B/L - - - - - 

10.(6) 26/F - c.67A>G - - U/L - - - - - 

11.(7) 48/F - c.97C>T - - - 10 - - - - 

12.(7) 22/F - c.97C>T - - - 7 - - - - 

TMEM127 

1.(8) 59/F - c.419G>A  - - B/L - Bone - - - 

2.(9) 51/F - c.464T>A - - B/L - - - - - 

3.(10) 35/M - c.154G>T  - - PGL* - - - - - 

4.(9) - - - - - - - - - - - 

5.(9) - - - - - - - - - - - 

 

B/L –Bilateral, DOTA- 
68

Ga-DOTATATE PET CT scan, F- Female, FDG- 
18

flourodeoxyglucose PET CT scan, FU- Follow up, HTN- Hypertension, M- Male, MIBG- 
131

Metaiodobenzylguanidine, PFMN- Plasma free metanephrins, PFNMN- Plasma free normetanephrins, Ref- References, UNE- 24 hours urinary norepinephrines,  xUNL- times 

the upper normal limit. 

- Data not available 
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