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COCUK SAGLIGI VE HASTALIKLARI
ANABILIM DALI

OCUK ONKOLQJI BILIM DALI




11 YASINaDA KIZ HASTA
SIKAYET : Gulememe, gormede azalma, boyunda kitle

OYKUSU : Nisan 2015'te akalazya nedeniyle opere
edilen hastanin operasyondan 1 ay sonra uyku haliyle
birlikte gugsuzlik, gozlerde pitoz, gormede bulaniklik
sikayetleri baslamis. Dis merkezde muayenede herhangi
bir patoloji saptanmamis. Cocuk psikiyatrisine
yonlendirilmis. Aile daha sonra ¢ocuk norolojisine
basvurmus, ¢ekilen kranium mr’da boyun bélgesinde
gorulen laplar o esnada sacli derideki zonaya baglanmis.
Daha sonra g6z doktoruna basvurmuslar. Gozlerde
midriyazis saptanan hasta ¢cocuk onkolojiye
yonlendirilmis. Fakat hasta kontrole gelmemis.
Boynundaki sislik son 1 aydir varmis.



- OZGECMIS : dzellik yok

1. Cocuk : 13 yas erkek SS
2. Cocuk : Hastamiz
3. Cocuk : 4 yas erkek SS




VITAL BULGULAR

- Ates : 36.7 C

- Solunum : 22 /dk

- Nabiz : 78 /dk

- Kan Basinci : 110/70 mmHg
- sPO2 : %100




FIZIK MUAYENE

- Boyun sag tarafta 5x5 cm boyutlarinda sert, fikse Kitle.
- Bilateral pitozis, midriyazis. Isik refleksleri zayif.

- Sag fasiyal paralizi.

- AC sesleri dogal. Ral-ronkus yok.

- 8182 + . Ek ses yok. Ufiiriim yok.

- Batin rahat. Defans-rebound yok.







LABORATUVAR

Hutin Biyokimya Hematolojik Tetkikler

Turbidometrik Tetkikler

< 0.5 [mg/d)




GORUNTULEME

Kara, Sude
731929
17.08.2005
F

Kesit 4 mm
Dist: 4,4 mm
TR: 500

TE: 9,2
AC:2

Coil: SENSE-NV-16
Pos:HFS

Series: 501

Image no:

Toplam 40 gariiptiiden
14.04 2016, 14:16:54
KOURAD, MR2

C:2623,0, W 4559,0
C=2623,0, W=4559,0 173
Rl+

Kara, Sude
731929
17.08.2005
F

Kesit: 4 mm
Dist: 4,4 mm
TR: 500

TE: 9,2
AC: 2

Coil: SENSE-NV-16

Image ng:

Toplam g0 grintiden 17
14.04.2016014:34:37 _
KDURAD,MRﬁ' /

C:2515,0, W-4371,0
C=2515,0, W=4371,0 173
&l+

Kara, Sude
731929
17.08.2005
F

Kesit: 4 mm
Dist: 4,4 mm
TR: 5812
TE 995
AC: 2

Coil: SENSE-NV-16

Pos: HFS

Series: 401

Image no: 27

Toplam 34 goriintiiden 8.
14.04.2016, 141456
KOURAD, MR2

C:953,0, W: 1657,0
C=953,0, W=1657,0 173

&%

Kara, Sude
731929
17.08.2005
F

Kesit 4,5 mm
Dist: 5 mm
TR: 575

TE 9,2

AC: 2

Coil: SENSE-NV-16
Pos:HFS

Series: 701

Image no: 21

Toplam 60 goriintiiden 40.
14.04.2016, 14:26:08
KOURAD, MR2

C:1446,0, W: 2514,0
C=1446,0, W=2514 0 113
&+ g




RS Eor 2/Volume 1 ™ KOCAELI UNIVERSITESETSW.2550
731929 + @@L
17.08.2005

SONUC ve YORUM:

-Sag servikal bélgede supraklavikular bélgeye uzanan
malignite dizeyinde yogun artmig metabolizma
gbsteren konglomere lenfadenopati izlendi
(metastaz?/primer?). Histopatolojik dogrulama
Onerilir.

-Sol Ust arka ticgen (5A) lenfatik lojda artmis
metabolizma gdsteren birka¢ adet lenfadenopati,

15042016, 09753400 H=15 metastaz ile uyumlu degerlendirildi.
KOCAELI UNIVERSITESI, PETBT

-Adenoidal bélgede diffliiz artmis metabolizma
g6zlendi (fizyolojik?/primer?). Klinik, gereklilik halinde
histopatolojik degerlendirme Onerilir.

-Her iki akcigerde metabolizma g6stermeyen ve hafif
artmis metabolizma gdsteren noduller izlendi
(metastaz?).



ON TANILARINIZ ?

OZET

- Boyunda kitle
- Bilateral pitozis, midriyazis, isik refleksi - / -
- Sag fasiyal paralizi




- Kafa tabani tutulumu ve LN metastazi ile prezente
nazofarenks ca.

- Non-Hodgkin lenfoma SSS tutulumu.




Bu noktadan sonra ne (neler) istersiniz ?




- Nazofarenks , boyun, kranium MR : sag servikal bolgede
birden fazla lenfadenopati.

- PET : artmis metobolizma gdsteren lenfadenopati.
- Diagnostik LP : hicre gortlmed..

- K. iligi aspirasyonu : anormal hicre gortlmedi.

- LN biyopsisi : Hodgkin Lenfoma
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Allgrove syndrome (triple A) is a rare autosomal recessive disease. The classic triad includes. congenital adrenal insufficiency due to ACTH
resistance, achalasia of the cardia and alacrimia. Neurological abnormalities are associated with autonomic neuropathy, sensory and motor defects.

deafness, mental retardation, Parkinsonism and dementia. The gene responsible is the ADRACALIN or AAAS encoding a protein called ALADIN. We

report a case of a 19 year-old male, assessed when he was 10 years old in our department due to suspected storage disease. Mild mental and
language retardation. hypernasal voice, sensory-motor neuropathy with autonomic involvement and signs of spastic paraparesis, alacrimia.
gastroesophageal reflux, and achalasia. Molecular studies showed to mutations, the undescribed p.Tyr 19 Cys, and IVS14 +1 G.

Copyright @ 2012 Asociacion Espafiola de Pediatria. Published by Elsevier Espana. All rights reserved.
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- Alakrimi

- Adrenal yetmezlik

- Akalazya

- Kranial sinir tutulumu
+ Hodgkin Lenfoma

== Tripple A (Allgrove) Sendromu?

=) Hodgkin lenfoma




TRIPLE A (ALLGROVE) SENDROMU

Ik kez 1978 yilinda tanimlanan triple A sendromu seyrek gordlen,
otozomal resesif, ACTH direncli adrenal yetmezlik, alakrima ve
akalazya ile karakterize bir hastaliktir.*1

Ek olarak cesitli norolojik problemler santral, periferal ve otonomik
sinir sistemini etkileyebilir, dermatolojik bulgular gérilebilir.*2

Bu sendromdan sorumlu gen kromozom 12qg13 bolgesinde AAAS
geni olarak tanimlanmistir. Triple A sendromlu hastalarda AAAS
geninde Cocuk Saghg! ve Hastaliklari Dergisi 2014; 57: 195-199 Vaka
Takdimi farkl klinik tablolara neden olan bir¢cok farkli mutasyon
bildirilmigtir.*3



e
HODGKIN HASTALIGI

Patofizyoloji

Hodgkin lenfoma retikllloendotelyal ve lenfatik sistemi
etkileyen germinal merkez B huclerinin bir kanseridir. HL
nin orjinini olusturan Reed-Sternberg hicreleri ylksek

oranda mutasyon iceren, islevselligini kaybetmis ve
apoptoz 6zelligini yitirmis B lenfosit kdkenli hicrelerdir.




Etiyoloji
HL nin etyolojisi tam olarak bilinmemekle beraber %30
kadar vakada Epstein-Barr viris (EBV) pozitif saptanmistir.
Epidemiyolojik veriler cevresel, genetik, ve immunolojik
faktorlerin HL gelisiminde rol oynadigini dustndurmektedir.

Epidemiyoloji
HL genel olrak tim yas gruplarinda gortlmekle beraber




HODGKIN LENFOMADA HISTOPATOLOJIK
SINIFLAMA (DSO)

1- Klasik Hodgkin Lenfoma
A) Noduler Sklerozan HL
B) Lenfositten Fakir HL
C) Mikst Selliler HL
D) Lenfositten Zengin HL




HODGKIN LENFOMADA
PARANEOPLASTIK SENDROMLAR

4 PARANEOPLASTIC NEUROLOGICAL SYNDROMES IN LYMPHOMAS 3231

Neurological syndrome

\:

Classical Non-classical
Tumour Tumour Tumour Tumour
present absent absent present
Onconeural ab. Onconeural ab. Onconeural ab.
absent present absent
Onconeural ab.
absent or Improvement after
resent cancer thera
2 High-risk Well-characterized Partially-characterized or ne
for cancer onconeural ab. onconeural ab. onconeural ab
present
L L r v v ¥

Possible Possible Definite

Definite

Possible




Table 1. Paraneoplastic neurological syndromes

Associated Predominant Selected
Syndrome antibodies lymphoma type references
LE mGIuR5 HL 16
Granulomatous angiitis None HL 40, 41
Cerebellar degeneration Tr (DNER) HL 5,6
Paraneoplastic chorea cva/ <10 cases (NHL in 4) 57, 58
CRMP5*

Opsoclonus-myoclonus None <10 cases (NHL in 3) 64, 66
Stiff-person syndrome None HL 67, 72
Paraneoplastic myelopathy None HL and NHL 73, 74
Motor neuronopathy None HL 79, 80
Sensory neuronopathy Nonet <10 cases (5 with HL) 81, 82
Autonomic ganglionopathy nAChR$ <10 cases (HL, NHL) 87, 88
Sensorimotor neuropathy None HL and NHL 94
Vasculitic neuropathy None NHL 97
Neuromyotonia None <10 cases (HL, NHL) 104
Lambert-Eaton myasthenic VGCCt <10 cases (NHL) 102

syndrome
Myasthenia AChRt HL and NHL
Dermatomyositis p155 NHL 99

Classical syndromes are underlined. nAChR, nicotinic acetylcholine receptor;
VGCC, voltage-gated calcium channel.

*Not present in all cases.
1One patient with NHL and Ma2 antibodies (not published).
fMarker of the syndrome, not predictor of cancer.




HL - otoimmunite

- Otoimmuin hastaliklar
- Nefrotik sendrom
- OtoimmuUn hemolitik anemi
- Otoimman nétropeni
1P | St foms Gpass
MOTCHT and MOTCHA

HNOTCHT amd NOTCHZ

The link between autoimmunity and lymphoma: does
NOTCH signaling play a contributing role?

Systamic Lupus olassical Hadgkin's
Erythematosus {SLE) Lymphoma jcHL)
MOTEHT MNOTCHT ard NOTCHZ
Primary Gjingran's L

Looliad Disdass

KOTCHT and HOTEH3

FIGURE 1 | Potential association of autoimmune conditions and
hymphoma. Schematic showing four autcimmune deesses (green bowes,

ledt sadial assocEted with increased sk for deweloping lymphomas [biue
bowas, right side; 11, 21| The amows indicate correlation betwean specific
eutoemmune diseases and most freguently sssocisted lymphoma. NOTCH
sigraling componentish dysregulated in autcimmune condifions or
lyrmiphoma is mdicated undar aach bon.
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