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epinatal Non epitotéal

Table 13.1 WHO classification of epithelial appendiceal
tumours (Adapted from Ref. [6])

Epithelial tumours of the ‘ Non-epithelial tumours
appendix
Adenoma Neuroma
e Tubular Lipoma
* Villous Leiomyoma
e Tubulovillous Gastrointestinal
stromal tumour
e Serrated Leiomyosarcoma
Carcinoma Kaposi’s sarcoma
e Adenocarcinoma Others
e Mucinous Malignant lymphoma
adenocarcinoma
e Signet ring cell Secondary tumours
carcinoma
e Small cell carcinoma Hyperplastic polyps
» Undifferentiated
carcinoma

Tubular carcinoid

Goblet cell carcinoid
(mucinous carcinoid)

Mixed adenoneuroendocrine
carcinoma

Others
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Appendiceal Epithelial Neoplasms and Management

I

'

'

Premalignant
Y
/
Adenoma Serrated
Lesions
\
Appendectomy v
with negative v v .
margins Confined: Confined:
appendectomy Large lesions or [appendectomy
with negative with involvement with negative
margins of cecum: RHC margins
with LND

RHC: right hemicolectomy
LND: lymph node dissection
LAMN: low grade appendiceal mucinous neoplasm
HIPEC: hyperthermic intraperitoneal chemotherapy
EPIC: early postoperative intraperitoneal chemotherapy

Malignant
i \ Y Y + -
LAMN Undifferentiated Signet Ring Mucinous A:e?%c;rcmpma
carcinoma Cell Adenocarcinoma °specfﬁ':f,'se
v -
Perforated with RHC and
Perforated with . Giiuse e Y Y y
intraperitoneal spread: intraperitoneal - Diffuse
appendectomy versus spread: Confined: en bloc Invasive: RHC intraperioneal
right colectomy cytoreductive appendectomy with LND ead:
surgery +/- HIPEC cylg‘r”educiive
and EPIC surgery +/- HIPEC
and EPIC
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Stage | lla b 1, 1V
TN TINOMO T2NOMO T3NOMO T4ANOMO
TN1IMO
TNM1
=
: '
0o
= Appendectomy Appendectomy v
% Consider curative
= surgery, when
= possible. Otherwise,
é’ systemic therapies
Location | Tip/middle Base Tip/middle Base
R ’ *>3mm
Mesoappendiceal
Residual disease Ro R1 Ro R1 invasion,
Ki-67 index =2 3%,
J grade 2 NEN,
Risk factors No Yes* vascular or
perineural tumor
v l l v ¢ invasion
No further intervention Right-sided hemicolectomy

<€

(incl. lymph nodes)
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Table 13.3 PSOGI expert consensus classification of
PMP (Adapted from Ref. [7])

Lesion Terminology
Mucin without Acellular mucin
epithelial cells |
PMP with Low-grade mucinous carcinoma
low-grade peritonei OR disseminated
histologic features* | peritoneal adenomucinosis

| (DPAM)
PMP with High-grade mucinous
high-grade carcinoma peritonei OR

histologic features* | peritoneal mucinous
carcinomatosis (PMCA)

PMP with signet High-grade mucinous
ring cells carcinoma peritonei with signet
ring cells OR peritoneal

mucinous carcinomatosis with
signet ring cells (PMCA-S)

* Omental cake and ovarian involvement can be
consistent with a diagnosis of either low-grade or
high-grade disease

== M“F ARG -
— Hfo prioc ofipendt cedrrry -

- \fl,{/qu nultegto — (EH, (A1, G

- = .
T fealiirens on i e
*x 1f foo peT — MHY -
— Scalloping of the surfaces of the liver and L lneer Cprmr 24 bared &
spleen by the mucinous deposits
— Sparing of the small bowel serosa
— Extensive omental involvement
— Loculated intraperitoneal collections
— Curvilinear calcifications
— Fluid around the appendix or a mass in the
appendiceal region [51]
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Table 13.4 Various drug regimens for HIPEC for appendiceal tumours

Regimen IP drugs IV drugs
Mitomycin C based
Sugarbaker regimen [88] Mitomycin C 15 mg/m?> | 5-Fluorouracil
Adriamycin 15 mg/m? 400 mg/m*
Leucovorin
25 mg/m?

Dutch high-dose mitomycin C | Mitomycin C 35 mg/m?

regimen [89] 17.5 mg/m? followed by
8.8 mg/m? at 30 and
60 min
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Carrier solution

2 L of 1.5% dextrose
peritoneal dialysis
solution

3 L of 1.5% dextrose
peritoneal dialysis
solution
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