





Dr. Benpmin Castleman (1906 - 1982)




75

Castleman( AOOAI 3

4 )

A Nadir ve heterojen bir
lenfoproliferatif EAOOA| a

J

N
1T EEUIl A&l |
lenf nodu /A4i Ec‘i\iAEUiAc‘)Eﬁ\A'

hiperplazisi o) pankreas,larinks, parotis
bezi,meninksler hatta
ekstremite EA Ol AOa
ekstralenfatik olarak

tutulabilir.
N /

Cancer Control 2014;21(4):266278.




Histolojik 3 al a

Hiyalin OAOE | i| A ®lazmaEi AOA|] E  Mikst

A Unisentrik # ( 8 I EAl Multisentrik A NadirCEOIL 1 1 O
el g O@OhOOCOBOGEBEROI O
1 O0h0OO0OO0

Klink 3al a &I Al A

Multisentrik

A Lokalize A Sistemik

A Semptomminimal A 9 A U CAPJ] SManemi, sistemik
inflamatuar semptomlar

A LokaltedaviOU C Ol AT g OA SistemiktedaviOUCO1 AT a O
A 3aEIl(g Bl ADATELD 4TI

Cancer 1972;29(3):670683.
Ann Intern Med 1998;128(8):657-662.




I O O IMalipnite Riski

&I 11 EEIT A

NHL/HL Bt dendritk Ei A OA |
sarkomlar
Saraneopiastli Kaposisarkomu Amiloidoz

pemphigus

Am JHematol2001;66(2):148-150.
Blood 2002;99(7):2331- 2336.
Blood 1999;93(11):3643-3653.




Patogenez

Unisentrik CH Multisentrik CH

FIL-6 FIL-6
FHHV-8

Sciencel994;266(5192):1865-1869.
Blood 2006;107(8):3295-3302.
Blood 2013;122(26):4189-4198.




Patogenez

BEI AOA
IL-6 proliferasyonu
OACI 1 AO
bozuklukveA : o
OAOEI VEGF 1 OOI a
ekspresyonu anjlyogenez

Cancer Control 2014;21(4):266278.




-OAl 1 AOal gl
| | A

| O Aeleme, bitkinlik ,anemi,Ui EQOAE
inflamatuar AAT EOOA& 1 AOh
hipergammaglobuinemi, hipoalbuminemi

Cancer Control 2014;21(4):266278.




Patogenez

~

A HHV-8 enfekte OA OE I |
velenfoidEI AOAT AO
patogenezdensorumlu
olan viral bir IL-6
Al Al ifade &ler.
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Atlas of Lymphoid Hyperplasia and Lymphoma. Philadelphia: WB Saunders; 1997.
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Hiyalin VA O E |

Genellikle

unisentrik

Fg 1.—HydeascularCasﬂemn dm (A) meowotmofanlmolwd lymph node shows increased numbers of lymphoid follicles with small,
regressed garminal canters and broad mantla zones. The interfollicular areas demonstrate incraased vascularity with oblitaration of medullary sinuses
(H & E, x 40). (B-D) Higher magnification reveals typical features of the follicles, including an increased proportion of follicular dendritic cells relative
to lymphocytes within garminal canters, known as follicle regression; concentric arrangement of mantle zone lymphocytes in an “onion skin” pattern;
and hypervascularity of follicles, soma of which are radially penatratad by a hyalinized blood vessel, resembling a Jollipop (B—C: H & E, < 200; D: H& E,
= 400). Nota the sharp damarcation batwean the germinal center and mantle zone in images B to D, a feature unlika that seen in HIV-associated multicentric
Castleman disease H & E = hamatoxviin and sosin.




Genellikle
multisentrik

F|g2 —thoolvamtdcastlomandmsomgmmhumnhofpmmss (A)Lowpomrwowshmhyporplashcldiclesofvarylngsmsm
mildly increased interfollicular vascutarity and focally patant medullary sinusas; they ara best sagn in the lower right-hand portion of the image. Soma follicles
contain more than 1 garminal cantar, a feature that may also be saen in the hyaline-vascular variant (H & E, x 25). (B) Highar magnification of the interfollicutar
araas shows sheets of mature plasma calls with eccentric nuclei and clumped chromatin (H & E, x 400). H & E = hematoxylin and ecsin.

Cancer Control 2014;21(4):266278.
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Tedavivli ABRAEAOI Al

Toraks, abdomen, pelvis BT (LAPe SMU AT gudisek
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PET-BT
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Epidemiyolojl

OrtalamaO AU A 844
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Ann Surg. 2012;255(4):677684.
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A PlazmaE | A @@HAH aboratuar anormallikleri (anemi
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3 aBulgular

A cBC A Anemi, trombositoz
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(klinik olarak endike ise)

A HHV-8, HIVE & \Hrdl seroloji, pozitifse kantitatif A 3 3 1 @AW algudapozitif, nadiren hiyalin
E 1 &,LN biyopsisindeHHV-8AT UA Qg O A O E ValyahtOdaha O aplarak plazmasitik
varyantta
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A Performansdurumu A Kemik E | d&spgir&syonve biyopsisi
A Akiif EA O COM 3l Eg o 3 A+1 1 Obdydrddmagrafisi
A cBC A MUGA/EKO éntrasiklin alacakhastalarE €)E 1
A1 U O g mefapolikganel A Serum IL-6, IL-10, VEGH, O B&sH, ferritin
A B2 mikroglobulin, serumveidrar protein ve A Hepatit Ctesti

Ei 111 /EE Eékkdoekiserumhafif

zincirleri , kantitatif Ig
A HIV ELISA, PCRe HHV-8 DNAtitresi , hepatit B
testi, PCRle EBV DNAtitresi

A PETBT (tercihen)yadaET T OOAOOQOI g
torakoabdominopelvik BT
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Ann Surg. 2012;255(4):677684.
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Prognoz
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Ann Surg2012;255:677-684.
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Epidemiyolojl

3 a E I6aldkdddaortayaé g E A O
(HIV(+) olgulardadahaC A TU&A hofiekaé a EAAE] EI)ET AAAE

Erkeklerde dahaOaCE OlL 1 | O
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lle koenfektedir.

HHV-8 enfeksiyonuHIV(-) T | C O b A @ § Dgozitifkird

Ann Intern Med. 1998;128(8):657-662.
Cancer. 2001;92(3):670676.
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Sistemikinflamatuar bulgular (A O,Adceterlemesi, kiloE A U A a
halsizlik)
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hipergammaglobulinemi, hipoalbuminemi)
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Sistemik semptom ve hematolojik anormallikler inflamatuar A A1 E C
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Ann Intern Med. 1998;128(8):657-662.
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Relaps Akut

remisyon fulminan

JClin Oncol 2011:29(18):2481-2486.
Blood. 2010:116(22):44154421.




Klinik

A HIVE | EMEHRAIEEmRI@nitelerle (Kaposisarkomuy primer
A E/I lentbind DLBClvb) A v A1 Ayhdad O A sglarakE
CEOIiI I.AAEI EO

A Progresyon relaps durumunda lenfomayaA E 1 | Aieila Oal AAI
biyopsiOAE@A Q@4 1 i 1.1 AT EAEO

A 3 g EICD4E] A OANl RIOE A O g GHaOMeHieksiyanlar
(P.jiroveci T. gondii, CMVmikobakteri vb) A E g A @QIAOT AOOOI| | Al

AIDS Rev. 2008;10(1):2535.
Cancer Control 2014;21(4):266278.




L aboratuar

Hafif-orta anemi

Trombositler normal-E A AFE &£ Ul EOAE

Hipoalbuminemi

Poliklonal hipergammaglobulinemi

ESR,CRP,LDH-t OA 6 %' & Ul EOAEI EgE

HHV-8 enfeksiyonu E & gerolojik testlerin klinik E O1 1 Mlad &Il B
Ei 111 OCHmefaBE@A T E h OE OirdhWiAeA Bl
Ei 1011 EEGONkEamdydlsA O A aldbifira
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A PAA d EOEA O@ AED g ¥aldd bidzid camopasiteler,
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~

A BTA Multipl Ai Ui Iimedmstinalve hiler lenf
I T Al(1A3@mp),subplevrall | Al ,interldDler |
septalEAl al , PADEAOT 1T EB ADALIEI A RIOA

buzlucamCE Ol T,UA I Auvarlak konsolidasyon
N Al AT 1 AOa )

A PETBTA Tutulum (+), median SUV 4.8 (2:8.3)
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Patoloj

Pathologic features of hyaline vascular variant Castleman's

©2016 UpToDate®

Pathologic features of HHVE negative plasma cell
variant Castleman's discase

Pathologic features of HHVS positive plasma cell variant
Castlecman's discase
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PET" 4 6rmullipl tutulum

Eksizyonelbiyopsi (biyopsiO A E Qehekedilir)
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A HHV-8, HIVE & \Hrdl seroloji, pozitifse kantitatif A 3 3 1 @AW algudapozitif, nadiren hiyalin
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Tedaviv | ASABEAOI Al

vi Al 1 E " A Darumlarda 9 AOAO]I

A FM(WaldeyerE A1 EahiONA 1 A1 B ADMBA E AMBV-8 yada HIVpozitifse A h ledefiKaposi

vedalakAl Ul Bl | g sarkomuA & g O AIAAIOT AT AEOIT A
A Performansdurumu A Kemik E | d&spgir&syonve biyopsisi
A Akiif EA O COM 3l Eg o 3 A+1 1 Obdydrddmagrafisi
A CBC A MUGAJ/EKO éntrasiklin alacakhastalarE &é)E 1
A1 U O g mefapolikganel A Serum IL-6, IL-10, VEGH, O B&sH, ferritin
A B2 mikroglobulin, serumveidrar protein ve A Hepatit Ctesti

Ei 111 /EE elékkdoekilserumhafif

zincirleri , kantitatif Ig

A HIV ELISA, PCHe HHV-8 DNAtitresi , hepatit B
testi, PCRle EBV DNAitresi

A PETBT (tercihen)yadaET T OOAOQOI g
torakoabdominopelvik T) NCCN v3.2016




Tedavi
" N

A Glukokortikoidler

A TekajanKT

A KombinasyonKT

A Antiviral tedavi

A CD20veIL-@ 6 hédefleyenmonoklonal antikorlar

- /

TedaviOA é AT AEI
randomize olmayan

prospektifé AT ahj A Dikkatle

E | & olgt serilerine ve Ui 001 1 AT i
uzmanCE Ol hl AC
AAUAT a0

Cancer Control 2014;21(4):266278.




Antiretroviral Tedavi

-

A TekAAhBRAKH4g @h OGAd AIMA(+)- # ( ddstllar

~

antiretroviral tedaviAl | Al g Ag O

o %
4 N
A HastalartedaviOg OA Q&1 £A AMAHIeA AR leldek
Kaposisarkomundaki alevienmeA & g O gakipg\elliimelidir.
N J

AIDS Rev. 2008;10(1):2535.
N EnglJ Med. 1999:340(24):19231924.




Glukokortikoidler

A Semptomlardak g O A Okritrédl O A g dndaktam remisyon genellikle\
nadirveE g OAOAIl EAEO

A 41 [ HIV(-) 21olgudatek A A h glikdkortikoidlerle U A 19%8®

9 | OAT A4ERAEOEI I EhOEO y

‘A2EOOE O &tltisAAAAghi | AadAriprAdnizon 1 mg/kg/ C | yada
A h A A ekl&r@rEk sistemik inflamatuar semptomlar kontrol AT Oa 1 A
Al a1 AAEI EO

A Yeterlikontrol OA g | Al shrgattl@2A U A1 (kesllira OA E

/

JClin Pathol. 1983;36(9):1005-1011.
Hum Pathol. 1985;16(2):162-172.

Acta Cytol. 1986;30(5):481-486.

JNeurol Sci 1989;89(2-3):253-267.
Cancer. 1999;85(3):706717.

Korean J Intern Med. 2007;22(2):113117.




Sitotoksik Kemoterapi
Tek Ajan

/A 3 g Elleafémadal O1 1 AT\g |
A Etoposid dozlardaOUC O1 AT a O
A Vinblastin A 9AT afbd GO AT EAEO
A Siklofosfamid A Kesildikten 2-3 haftasonra
A Kladribin semptomlargenelllkle

A Klorambusil OAEOAOI AMCsAdidghtel fgl
A Lipozomal doksorubisin yvadaE |l iboyuEOI 1 AT ai
gerektirir.

Cancer Control 2014;21(4):266278.




Sitotoksik Kemoterapi
Kombine

" A

+ | & oldti serilerinde uzun

Ol Ordniskonlar

AElI AEOEI I EROEO

A K1 chéstadaprogresyonya
daenfeksiyonCE OL | | O

A Tedaviyerituksimab

\eklenmesitavsiyeedilir. /

Cancer Control 2014;21(4):266278.




Rituksimab

Hem HIV(+) hem de HIVY) hastalarda monoterapi
olarak etkili.

Monoterapi olarak 375 mg/m?2 haftadabir 4 hafta
Ou D U C O IvéalededmeC E O O dnCalkdahaE 1 AviA
UATAd & ThaswlardaC A O A Etékeatagahilir .

+i 1 AETA OAAAOE 11 AOAE 1Al A
hAl AAA OEOOEOEI AA AEIl ATIT A
CEAE CEUI EIi AEOAAEOS

Int JHematol. 2010;91(2):347-349.
Eur J Haematol. 2006;76(2):119123.




Rituksimab

%Hh ledieKaposisarkomu varsarituksimab ile tedavi
O a O A @lavienelir.

HIVE | E h #£ € dKR&pbsisarkomundaki alevienme
| O A436-67olarakrapor AAET [ Eh OEO

Clin Oncol 2011;29(18):2481-2486.
JClin Oncol 2007;25(22):3350-3356.
Ann Intern Med. 2007;147(12):836:839.




Antl IL-6 Tedavi

: R
A HIV ve HHV-8 (-) hastalardalL-¢ 6 U A

A A sibtemik semptomlar ve vk
laboratuar anormalliklerini kontrol
A1 Cadyradal 1 A Oclikisi A

Siltuksimab

J

(anti IL-6 Ab)

4 _
A HIVveHHV8 (+) - # (_Bastalar
e Al ahRABRART I gh =
A Rituksimab yerine plaseboile
EaUAOL AT 1 ah
N Y

HIV (-) ve HHV-8 (-) MCHtedavisinde FDAI 1 Avara




Antl IL-6 Tedavi

/A Faz2 \

A HIV(-) ve HHV-8 (M) hastalar

A PlazmaE i A wakyhnE

(anti IL-6R Ab) A Sstemik semptomlardaazalma
laboratuar anormalliklerinde A1 UAT | A

vekio AOOa h g

MCHtedavisinde FDAT 1 Ayoka

Blood. 2005;106(8):2627-2632.

Tocilizumab
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| T OEE A OPellaviO E

(A" EOBHVIBE AUT defil & ML-6dahil) )

replikasyonun litik siklusu O a O A @eald edilik. A Gansiklovir
A 91 E @dzE
A Bunedenleantiviral tedaviE U A T HHY-B Virdl zidovudin
Ui Eéptananhastalardapotansiyel bir tedavi A Valgansiklovir
\ hedefihalineC AT | . Eh OE O Y

HIV (-) hastalarda
AAT AT 1T Al E

J MeaVirol. 2003;71(3): 399-403.
Nat RevClin Oncol 2010;7(9):533-543.
Blood. 2004;103(5):1632-1634.




Bortezomib

4 N
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Tedavi

Semptomatik TekAAh BT AT T 1

O

HIV/HHV-8 negatif (siltuksimab,tocilizumab,

OrganUA Oi Akl E rituksimab)

/A 3AGEI AétenAindAaATE | A A B/é kiin8yerling E T}
OAAOI EE@AIDA | 3 O
A Siltuksimabrandomizeé A1 a h | LA GVOGAGA
C E O O A OE ItodilzumBda #réift edilir.

@ Rituksimab A E @2Ajentemin edilemiyorsaE O 1 | .AT/

al a0
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Tedavi

HIV/HHV-8 negatif |
OrganUA &1 AU R-etoposid

ve/ veyaE E O | 100 mg/m?2iv 4 hafta
performans
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Tedavi

R-gansiklovir m
HIV/HHV-8 pozitif etoposid

_ (Semptomatik agresif
E A O OAA 3l Egetilenir) A

A CD4E | A@AUAIORI Eve/lvegdUi E GIVB | E |
ve/ veyaaktif KaposisarkomuOA Ol gl AA Al OEOA
tedavi eklenir.
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