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Klinické udaje & Makropopis

e Zena, 36 let

e material zaslan na FUP ke 2. ¢teni

* chirurgicka dg.: hyperplasia appendicis

* apendix délky 60 mm, prumeru 9 mm
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Diagnhodza

PECom(atdza) apendixu
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PEComy

Comment > Am J Surg Pathol. 1992 Mar;16(3):307-8. » % » PR

doi: 10.1097/00000478-199203000-00013. / ¢” ot Q" N
PEC and sugar S ey
F Bonetti, M Pea, G Martignoni, G Zamboni J :‘; ”:?., );,‘:;/:: ::c ::
rodina nadord z perivaskularnich y 3,"'*”” vl
epiteloidnich bunék At Avies g
angiomyolipom (AML) — ledviny, jatra, 7

slezina, UG trakt, GIT * epiteloidni/vietenité
lymfangioleimyomatéza (LAM) - plice, elementy + varianty

LU, déloha

PECOm plic (aka svétlobunécny
(sugar) tumor plic)

ostatni PEComy — déloha, UG, GIT
Pea M et al. Virchows Arch 2008



PEComy — biologické B " == e o
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vlastnosti Wt [ 10 SO
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* vétsina benigni e 19T N B @ ;
, . o ‘o A e RS s

* maligni PECom — pres 50 pripadu é%‘. y ¥ wiltema

< : Cram BT O WA N

(déloha, retroperitoneum, GIT...) ¥ "'L'./’“)'LQ &EQ ‘.?f',/, b

atypicky PECOM (UMP)

maligni PECOM (> 2 znaky/gyn >3)

velikost > 5 cm

velikost > 5 cm

vysoky jaderny grade/pleomorfie

vysoky jaderny grade

mnohojaderné elementy

infitrativni rUst

nekroza

mitdzy > 1/12 mm?

vaskularni invaze

Thway K et al. Ann Diagn Pathol 2015, Bennet JA et al. AJSP 2018



PEComy - imunofenotyp

hladkosvalové melanocytarni | jiné pozitivni | negativni
markery markery markery markery
SMA (88 %) HMBA45 (99 %) | cathepsin K | S100
desmin (80 %) MITF (83 %) TFE3 SOX10

h-caldesmon (76 %) | melanA (67 %) | ER (53 %) CK
*negat PR (85 %)

CD117, CD10 | PAXS
(gyn)




PEComy — molekularni vlastnosti

* 2 molekularni typy

e TSC1/TSC2 ztrata R TR, ? 0
funkce (TSC2 LOH) Ampfcaion Jm Cabozanriy

- mTOR signalizace, Ts°’>< ?f /
proliferace | S:TFE3 o

- sirolimus ? - 4
(rapamycin) terapie @ i “

» TFE3 (Xp11) vl Sroims 7/
prestavba (cca 28% p
pts) ® RPS6 | m Com

. epiteloidni l | Ly

svétlobunécné, rust { PEComa development and progression ] [ PEComa development and J

, (molecular subtype [) progression
v hnizdech (molecular subtype Il)

- patrné sirolimus
resistentni Utpatel K et al. Pathologe 2020
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Histopathology

PEComy v GIT / apendixu

SHORT REPORT
Micronodular PEComas of the appendix

William | Anderson.'® Nika Koje.” Christopher D M Fletcher' () & Jason L Hornick'

. . /7 V4 .
[ ] G I I - ka Z u I St I ky a l I l a I e S e rI e Depurtment of Pathology. Brigham and Women's Hospital, Harverd Medical School. Boston, MA, USA, and * Faculty
" ' versity of Lnblime, Lubljant Shvenia

Y Medicine. Institute of Pathologsy. Uni

* BG nebo nejisté biologicke vlastnosti  navrhy dg:

* APE: recentné popsané a reV|dovane * lokalizovana PEComatodza

pripady  mikronodularni PEComy
apendixu
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> Arch Pathol. 1971 Dec;92(6):427-32. ¢ ‘_";{"' ) o b

nry ' pEPAS K . deoay
Granular degeneration of appendiceal smooth muscle  * 0%« il 0
." .’." y 2 f £ S B0ie S

* DIFERENCIALNI DIAGNOZA v APE: NG B
- nador z granularnich bunék (SOX10+ S Ao s etk
$100+ CD68+) (A

Madeira JIM et al. BMJ Case Rep 2022
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Follow up

* FNHK pravidelné onkologické kontroly
* 11/2022 posledni kontrola

* trva kompletni remise, bez znamek recidivy nebo
pritomnosti PEComu v jiné lokalité
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