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20 aylik kiz hasta
Sikayeti: Kuyruk sokumunda sislik,

kabizlik




- Oykiisii

Oncesinde bilinen bir yakinmasi olmayan hastanin
yaklasik 1 hafta 6nce annesi tarafindan banyoda
kuyruk sokumu bélgesinde sislik fark edilmis.
Derince EAH'ne basvurmuslar.

USG, Batin ve pelvik BT ¢ekilmis. "Rektum
posterior komsulugundan baslayip inferiora
uzanim gostererek cilt alti yumusak dokuya
uzanan 4.5x5 cm boyutlarinda hipodens kitle
lezyon izlenmistir® seklinde yorumlanmis.




- Ozgegmis

Prenatal:Anne dizenli doktor kontrollerine
gitmis,ozellik yok

Natal:37.haftada €/5,3500 gr
Postnatal:Ozellik yok

Devamli kullandigi bir ilag yok.

1 yasindan beri gok aglayan ve huzursuz bir
bebek.

2 haftadir kabizlik sikayeti mevcut.




Soygecmisg

A:35 yas,sag-saglikli

B:38 yas,sag-saglikli

A-B arasi akrabalik yok

1. cocuk:13 yas,K, sag-saglikli
2. gocuk:8 yas,E, sag-saglikli
3. ¢cocuk:hastamiz




Fizik Muayene

Genel durum iyi

Sagli deride lezyon yok

Bas, boyun muayenesi dogal, LAP yok

Dinlemekle solunum sesleri dogal, ral, ronkiis yok
KVS muayenesi dogal, S1, S2 dogal, ek ses yok

Karin rahat, defans, rebound yok,
hepatosplenomegali yok

Norolojik muayenesi olagan




Fizik Muayene

» Sakral bolgede sislik,
sisligin oldugu yerde
kizariklik

» Rektal tusede rektum
posteriorunda kitle




Laboratuvar

AKS:83 mg/dL
Ure:20 mg/dL
Kreatinin:0.2 mg/dL
T.bil:0.38 mg/dL

D.bil:0.06 mg/dL
LDH:331 U/L
AST:38 U/L
ALT:14 U/L
Na:141 mg/dL
K:4.6 mg/dL
Ca:10.1 mg/dL

WBC:10400 /mm3
Neu:4300 /mm3
PLT:500000 /mm3
Hb:11.2 g/dL
Htc:%35.5
AFP:12247 ng/ml
B-HCG:0.61 wu/ml




Patolojik bulgular

Kuyruk sokumunda sislik
Kabizlik
Rektal tusede rektum posteriorunda kitle

AFP:12247 ng/ml
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Pelvis MR

Pelviste presakral alandan kaynaklanip paraaortik
alana sakral spinal kanala uzanimi bulunan ve
vertebralarla sinilari net segilmeyen 7,5x5 cm
boyutlu kitle izlendi.

MR tetkikinde icerisinde yag intensiteleri
bulunmaktadir. Sakrokoksigeal teratom ile
uyumlu olabilecegi disunulmistdr.







Germ Hucreli Tumorler

Germ hicreli timorler 15 yas alti gocukluk ¢agi

Yas dagihmi sikilikla sit ¢ocuklugu donemi - 4 yas
aras! ve puberteden sonra olmak lizere bimodal
pik gosterir.




Germ Hucreli Tumorler

Insan embriyosunda ilk germ hiicreleri 4. haftada
ekstraembriyonal yolk sak'da gérdlir. Burdan orta
ve dorsal mezenter boyunca migrasyon gosterek
6. haftada gonadal ¢ikintidaki germinal epitele
ulasarak testis ve overi olustururlar.




Germ Hucreli Tumorler

Primordial germ hiicrelerinin migrasyonundaki bir
hata ¢ocukluk ¢agi gonad disi GHT lerin ( 6zellikle
orta hatta orn; pineal bez, mediasten,
retroperitoneal bolge, sakrokoksigeal bélge)
gelisiminde rol oynadigi disunilmektedir.




PRIMORDIAL GERM HUCRE
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YOLK SAK KORIYOKARSINOM
TUMORU
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Sakrokoksigeal Teratom

Tim germ hicreli timorlerin %40 sakrokoksigeal
bélgede

Prepubertal ¢ocuklarda en sik gérilen germ
hicreli timérler

Hastalarin %675'i kiz

Siklikla yenidogan doneminde ve prenatal USG ile
tani alirlar.




Sakrokoksigeal Teratom

* Ilk olarak 1973'te Peter Altman ve arkadaslari
405 hasta lizerinde yaptiklar: bir ¢alisma ile
pelvik bolge tiimorlerinin uzanimina gore siniflama
gelistirmistir.

Sacrococcygeal teratoma: Aamerican Academy of Pediatrics
Surgical Section survey—1973

R Peter Altman'-Z2EH . Judson G Randolph®™3, John R Lilly ™=
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Sacrococcyvgeal Teratoma: American Academy of
FPediatrics Surgical Section Survey— 1973

By R. Peter Altman, Judson G. Randolph, and John R. Lilly

HIS REPORT WAS COMPILED from a survey of the moembershap of

the Surgical Section of the American A cademy of Pcoediatrics. Details
periimnent 1o the experience with sacrococcocvgeal teratoma for the 10-yr period
1962 10 1972 were recgucecsted 1in 2 guestionnaire circulated to the full membor-
ship. The data from 40S clhinical cases have been 1tabulated and constitute the
basas of this report. Included among the 81 responscs received were institutional
reports reviewing the cxpericence of several surgcons as well as case matcrial
submitted by individualils., The gquestionnaire was constructed so that 68 specific
responses were reguested and the coniributor™s comments were also inwvited.
Not all guestionnaiarces were complcted for all items, thus the total numbcoecr of
responsces varies. Where relevant, the number of responses has been indicated
and percentages calculated according 1o thiis number



ALTMAN SINIFLAMASI
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h}"; Tablo: Amerikan Pediatri Akademisi'nin sakrokoksige-

al tumor Klasifikasyonu

Tip I: Tamamen pelvis ve sakrum dsgt verlegimli thmor
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Tip Il: Hemen hemen tamamen exstemal tlmdr
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Sakrokoksigeal Teratom

Altman yaptigi bu ¢alisma ile 2 ay altinda tani alan
hastalarin kiz olanlarinda %7 erkeklerde ise %10

oraninda maligh komponent saptamis.

2 ay lzerinde tani alanlarda ise kizlarda 748,
erkeklerde ise %57 malign komponent saptanmis.

Predominanat malign histoloji olarak YST
saptanmis.
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Sakrokoksigeal Teratom

Timor mesane, anal kanal ve diger intrapelvik
organlara basi semptomlari ile bulgu verebilir.

Malign teratomlarda; kabizlik, sik idrar yapma,
alt ekstremitelerde zayiflik , huzursuzluk gibi
semptomlar sik gorilir.




TUMOR BELIRTECLERI
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AFP B-HCG

Fetusda 6nce yolk sak'ta, 8. gestasyonel Saglikl insanda 5 miU/ml den az
haftadan sonra ise sadece hepatositlerde t1/2 24-36 saat
uretilir.

*B-1 globulin yapisinda erken ve
predominant serum baglama proteinidir
*Pik degerine 12-14 gestasyonel haftada
ulasir.

*1 yasindan sonra 10 ng/dL altinda

*t1/2 5-7 glin
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TUMOR BELIRTECLERI
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AFP B-HCG

Malignh germ hiicreli timor; yolk sak, Germinomlar (plr seminomlar veya
embriyonel karsinom disgerminomlar), koryokarsinom, erigkin
Malign germ hiicreli timorde tedavi embiryonal karsinomlar

sirasinda timér yikimina bagl

Hepatoblastom, hemanjioendotelioma
Viral hepatitler

Kong. biliar atrezi, kolestaz durumlar:

¥

Opere edilen tim SKTlu olgular, timor tekrar:
agisindan ameliyattan sonra en az 3-6 ay siireyle ve 2
ay araliklarla kan AFP dizeyleri ve rektal muayene ile
izlenmeleri gereklidir.
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ildren’s Oncology Group Staging of Testicular, Ovarian, and Extragonadal Tumors

Testicular

Limited to testis, completely resected by high inguinal orchiectomy; no clinic, radiographic, or histologic evidence of disease
beyond the testis; tumor markers normal after appropriate half-life decline; patients with normal or unknown markers at
diagnosis must have negative ipsilateral retroperitoneal lymph node sampling to confirm stage | disease

Transcrotal orchiectomy; microscopic disease in scrotum or high in spermatic cord (<5 cm from proximal end); retroperitoneal
lymph node involvement (<2 cm) and/or increased tumor markers after appropriate half-life decline

Tumor-positive retroperitoneal lymph node(s) >2 cm diameter; no visceral or extra-abdominal involvement
Distant metastases that may include liver
Ovarian

Limited to ovary, peritoneal washings negative for malignant cells; no clinical, radiologic, or histologic evidence of disease beyond
the ovaries (gliomatosis peritonei did not result in upstaging); tumor markers negative after appropriate half-life decline

Microscopic residual or positive lymph nodes (<2 cm); eritoneal washings negative for malignant cells Xgliomatosis peritonei did
not result in upstaging); tumor markers negative or positive

Gross residual ( i itj de(s) >2 cm diameter; contiguous visceral involvement (omentum, intestine,
bladder);(peritoneal washings positive for malignant cells

Distant metastases that may include liver

Extragonadal )

Complete resection at any site, coccygectomy included as management for sacrococcygeal site, negative tumor margins
Microscopic residual; lymph nodes negative

Gross residual or biopsy only; regional lymph nodes negative or positive
Distant metastases that may include liver
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ﬁtandard Treatment Approaches for Infants and Chuldren YoungerThan 15 Years‘ with Germ Cell Tumors by
istology, Stage, and anary Slte & _

Histology Primary site Age Stage Treatment
Mature teratoma Al sites 0-15y Localized Aetive surveillance after surgical resection
Immature All sites 0-15y All stages Active surveillance after surgical resection; consider
teratoma chemotherapy to control tumor growth or ascites
Malignant germ  Testicular 0-15y Stage | Active surveillance after surgical resection. In patients =11y, the
cell tumors alternative of a primary RPLND or a single cycle of BEP should
be discussed but are not favored.
<y Stage I1-IV 4 cycles of PEb®
=11y-15y IGCCC good 3 cycles of BEP®
risk®
=11y-15y IGCCC 4 cycles of BEP
intermediate
or poor risk?®
Ovarian Age < 15y Stage | Active surveillance after surgical resection and examination of
peritoneal cytology
<1y Stage II-Ill 4 cycles of PEb
=1y Stage II-1ll 3 cycles of BEP
=11y Stage IV 4 cycles of BEP
Extragonadal® <11y Stage I-IV 4 cycles of PEb
=1y Stage |-l 3 cycles of BEP
Stage |lI-IV 4 cycles of BEP
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[ TABLE 35.7 |

/Cl’ugg,th erapeutic Regimens for Pediatric Germ CellTumors

/~ Regimen

KEMOTERAPT

Agents Dose/Schedule Reference
PEb Cisplatin 20 mg/m? i.v. days 1-56 86
Etoposide 100 mg/m? i.v. days 1-5
Bleomycin R 3 AOC AT
JEB Carboplatin T 600 mg/m* i.v. day 1 77
Etoposide 120 mg/m? i.v. days 1-3
Bleomycin 15 mg/m? i.v. day 2
PENIB Cisplatin 20 mg/m? i.v. days 1-5 52
(intermediate risk)
30 mg/m? i.v. days 1-5 (high risk)
Etoposide 100 mg/m? i.v. days 1-5
Vinblastine 3 mg/m?i.v. day 1
Ifosfamide 1.5 g/m? i.v. days 1-6
Bleomycin 15 mg/m?i.v. day 1
PEI Cisplatin 20 mg/m? i.v. days 1-5 78
Etoposide 100 mg/m? i.v. days 1-5
Ifosfamide 1.5 g/m?i.v. days 1-5

B, bleomycin; E, etoposide; |, ifosfamide;

J, carboplatin; P, cisplatin; V, vinblastine.
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cerrahi rezeksiyon
derecesi



Cerrahi

Cerrahi sirasinda timordn tamami
mutlaka koksiks ile birlikte ¢ikariimalidir.
Koksiks ¢tkarilmadigi taktirde rekurrens
riski %37 lere kadar ¢ikmaktadir.
«TUmortn tamaminin ¢ikariimasinin
mumkin olmadigr durumlarda kitle
neoadjuvan kemoterapi ile kiigiltilerek
opere edilmelidir.



Cerrahi?/kemoterapi?

Alman MAKET grubunun 1983-1995 yillar:
arasinda lokal ileri evre ve metastatik
sakrokoksigeal teratomu olan 66 hasta
Uzerinde yaptigi bir ¢alismada heoadjuvan
kemoterapi + cerrahi yapilan olgularda (%83),
tani aninda cerrahi ve adjuvan kemoterapi
alan olgulara (7%45) gore anlamli diizeyde
ylksek genel sag kalim saptamiglardir.



Hastaya cerrahi 6ncesi 2 kiir neoadjuvan KT (PEb
protokoll) verilmesi planlandi.

KEMOTERAPI ONCESI 1 KUR KEMOTERAPLI SONRASI
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