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DYSPLASTICKY GANGLIOCYTOM
CEREBELLA — OCHORENIE

LHERMITTE- DUCLOS




DYSPLASTICKY/
GANGLIOCYTOM

CEREBELLA
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WHO 2016 — vzacna diagnoza

Neoplasticka vs hamartomatdzna lézia
(WHO grade 1)

Difuzne zvacsenie stratum granulosum a
moleculare mozockovej kory, dysplasticke
gangliové bunky roznej velkosti

Zachovana architektonika mozockovej kory,
folie su zvacsené, zakrivene, ale nie
destruované

Chybanie Purkynovych buniek

Priehladné vakuoly v bielej hmote a
molekularnej vrstve

Casté su kalcifikacie a ektaticky rozsirené
cievy

Nekrdzy, mitozy Ci endotelialna proliferacia
nie su pritomne



ZvycCajne postihuje mladych dospelych,
v detskom veku je vzacny

. * Prejavuje sa bolestami hlavy, ataxiou
DYSPLASTICKY ol '

* Nema maligny potencial

GANGLIOCYTOM
CEREBELLA . : rekurencia nastava v 25% pripadov

LieCba je chirurgicka

Prognosticky velmi dobra lézia,




e Asocidcias PTEN mutaciou

DYSPLASTICKY

 PTEN mutacia sa vyskytuje vylucCne u

GANGLI OCYTO \Y/ : ; dospelych pacientov, u detskych
CEREBELLA pacientov nie je pritomna
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AD dedicné ochorenie

* Mnohopocetné hamartomy

Riziko karcinomu prsnika, stitnej zlazy,
endometria, oblicky a hrubého Creva

Incidencia 1:200 tis.

Mutdacie v tumor supresorovom géne
PTEN

» dalSie gény (SDH, PIK3CA, AKT1,
KLLN)
e dysregulacia mTOR cesty

COWDENOVE]

SYNDROM




Table 16.10 International Cowden Consortium
operational diagnostic criteria

Pathognomonic cnterla

Adult Lhermitte-Duclos dlsease (LDD)
Mucocutaneous lesions
Trichilemmomas (facial)
Acral keratoses
Papillomatous papules
Mucosal lesions

Major criteria

Breast cancer

Thyroid cancer (especially follicular)
Macrocephaly (> 97th percentile)
Endometrial carcinoma

Minor criteria

Other thyroid lesions (e.g. goitre or nodule)
Mental retardation

Hamartomatous intestinal polyps

Lipomas

Fibrocystic breast disease

Fibromas

Genitourinary tumours (e.g. uterine fibroids, renal cell

carcinoma) or malformations

WHO Classification of Tumours of
the Central Nervous System

Requirements for diagnosis

Mucocutaneous lesions if:
- Six or more facial papules (of which three or
more must be trichilemmoma), or
- Cutaneous facial papules and oral mucosal
papillomatosis, or
- Oral mucosal papillomatosis and acral
keratoses, or
- Six or more palmoplantar keratoses
- Two or more major criteria met (one must be
macrocephaly or LDD)
One major criteria and three minor criteria

' Four minor criteria

Requirements for diagnosis in individuals with a
family member with Cowden syndrome

A pathognomonic criterion

Any one major criterion with or without minor criteria
Two minor criteria

History of Bannayan-Riley—-Ruvalcaba syndrome




» * Dysplasticky gangliocytom cerebella u
dospelého je patognomonicky
* Charakteristicke su trichilemmomy tvare,

hamartomatozne lézie, intestinalne polypy,
palmoplantarna keratdza, oralne papilomy

COW D E N OV EJ * Casty vyskyt hamartomatéznych polypov,

hyperplastickych polypov, ganglioneurémoy,

SYN D RO, I\/l . juvenilnych polypov, adendmov a

inflamatornych polypov GIT

~* Zvyseneé riziko kolorektalného karcindmu —
9% - 16%




Juvenilny
polyp pri
Cowdenovej
syndrome
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* Dezmoplasticky variant moze simulovat

malignitu
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http://www.pathologyoutlines.com/topic/cnstumordysplasticeangliocytoma.html

http://www.ijpmonline.org/viewimage.asp?img=IndianJPatholMicrobiol 2012 55 1 107 94875 f2.ipg
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https://en.wikipedia.org/wiki/Cowden syndrome
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