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Abstract: Lymphomas predominantly affect the lymph nodes but can present at unusual sites, which are termed
as extranodal lymphomas. Ocular adnexal involvement with lymphoma accounts for 1%-2% of non-Hodgkin
lymphoma and 5%—15% of extranodal lymphoma. Ocular adnexa infiltration by Hodgkin lymphoma is usually a
manifestation of advanced or relapsing disease. Up to date only few cases of Hodgkin lymphoma with the primary
involvement of the retrobulbar muscles are reported.

Here, we report an unusual case of primary ocular Hodgkin lymphoma which was for a period of 10 years
localized and miss diagnosed until the involvement of the peripheral lymph nodes with Hodgkin’s disease. Our
patient is 59-year-old male with ten-year history, from 2000 year of marked bilateral periorbital edema, bilateral
conjunctival swelling, exophthalmos and diplopia. The initial ocular examination (orbital ultrasound
examination and MRI) showed bilateral diffuse infiltrative lesions of retro-bulbar muscles, retro-bulbar tumor
mass and exophthalmos. During the period of 10 years the patient was assigned as isolated ocular form of
Morbus Graves or Oftalmopatia bilateralis and periodically treated with corticosteroids and orbital radiotherapy
(2006), which resulted with short-term moderate improvement of periorbital edema.

In June 2011 he presented at our department with bilateral cervical lymphadenopathy, periorbital edema,
conjunctival erythema and exophthalmos, complaining of night sweating and scratching. On examination he had
bilateral cervical lymphadenopathy not fixed to overlying skin or to underlying structures. The largest lymph
node measured 3 cm. Rest of the systemic examination was unremarkable except marked cardiac arrhythmia.
Lymph node biopsy from the cervical mass revealed Hodgkin lymphoma-mixed cellular type. CT of the chest
and abdomen showed enlarged mediastinal and abdominal lymph nodes. The patient was staged as stage I1IB
and treated with systemic chemotherapy. He received 8 cycles of ABVD regimen and responded completely to
treatment with resolution of all signs and symptoms. The periorbital edema disappeared completely after he first
dose of the first cycle of ABVD.

In May 2012, the bilateral cervical lymph nodes and periorbital edema appeared again. The PET scan revealed
moderate increased metabolic activity at the cervical and mediastinal lymph nodes and active retro-bulbar mass
with increased activity in the bulbar muscles. No abnormal metabolic activity was noted in the rest of the body.
The patient received another 8 cycles of ABVD chemotherapy in combination with Rituximab. Control PET
scan 3 months later showed complete resolution of the increased activity in comparison with the previous PET
scan. The patient was in complete remission until February 2015 when he succumbed due to the acute hearth
failure.

Experience from our case shows that diagnosis of the ocular lymphoma was made secondary after the
achievement of complete remission and complete resolution of the retro-bulbar tumor mass after administration
of the systemic chemotherapy. Although primary ocular Hodgkin lymphoma are very rare and difficult for
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diagnosis, always, in all cases of orbital tumor mass a high degree of suspicions is mandatory and microsurgical

approach to the orbit is advise to be essential diagnostic tool.
Keywords: Ocular Lymphoma, Hodgkin disease, PET scan
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Ancrpakr: Jlumpomure Hajuecto ce MaHHpecTHpaaT Bo JIUM(HUTE ja3dHw, HO MMOHEKOTAIll Ce jaByBaaT M Ha
HEBOOOHWYAEHH JIOKAJIM3allMy U TOTalll C€ HapeKyBaar ekcTpaHonanHu auMdpomu. Kaj 1-2% ox cure smmdbomu u
Kaj 5-15% on excrpanomamHnTe JmMdoMu co Oonecta ce 3adareHH W OKyJapHHTEe amHekcH. Jlumdpomcka
HHQUITpaNyjaTa Ha OKyJIapHUTE aJHEKCH Kaj XONKHHOBaTa OOJeCT € HajyecTa JOIHAa MaHH(ecTalmja Ha
HarpeaHaTa WK pernaricHa oomnect. J[o aeHec Bo nuTeparypara ONMIIAHH CE caMO HEKOJIKY CIIydaH Ha IIpUMapHa
npe3eHTalrja Ha XOUKHHOBa 00JIECT BO peTpOOYIOapHHUTE MYCKYIIH.

Bo Hamiara cTyadja € mpHKaXkaH MAaI[HeHT CO MpUMapHa OKyjaapHa ¢opma Ha XoykuHoBa Oosect. [lanueHToT,
Mak Ha 60 romuHu, BO Tek Ha 10 romuHM WMal JIOKaJIW3uWpaHa OKyjdapHa (opma Ha Oosecta Koja He Owia
JIMjarHOCTHUIMPaHa JI0 MojaBaTa Ha OwsarepaiHa nepBukaina guMmdaneHonaryja. Toj ox 2000 roguHa HaBaMmy
cTpazan o1 OunarepajHy NepHOpOUTAIIHY €eMH, KOBYKTUBAJIHH OTOLM, LIPBEHMJIO Ha CKIIepUTe, er3odranmyc
W JUIUionuu. MHUIMjaHUTE UCIUTYBaba (OPOUTAITHOTO YITPACOHOTPA(CKO UCIIUTYBaE, KOMIIjyTepU3UpaHTa
ToMorpadMja W MarHeTHaTa pe30HAHIA) IOKaxane OwraTepanHa udy3Ha WHQUITpPATHBHA Jie3Hja BO
peTpolynbapHnTEe MycKyiH, peTpoOyiabapHa Tymopcka Maca u ersodranmyc. [lorpemHo 6mn nujarHocTunpan
Kako okyinapHa ¢opma Ha [paBecoBa OornecT mim Kako OumiarepasiHa oraiaMonaryja. Bo tex Ha 10 rogunam 6mn
MIOBPEMEHO JIEKYBaH CO KOPTHKOCTEPOMIM M pajxuorepanuja Ha opoOuture (2006) xom pesyntupaie co
KpaTKOTpajH!u YMEpEeHH NoA00pyBamka Ha peTpoOyIOapHUOT eleM.

Bo Jynu 2011 ropgnna manueHTtor Oere ynareH Ha Hamara KinHKKa ropau 1mojasa Ha 000CTpaHa [epBUKaJIHA
nuMbasieHoNaTHja, MepUOpOUTAIHYU €eMH, KO YKTHBAJIEH eputeM  erzodranmyc. Ce xaselre 1 Ha 3roJIeMeHO
HOKHO TMOTeHEe M 4Yellalke N0 Kokara. Ha Qu3ukaneH mnperieq uMarie MOABMKHA [EpPBUKAIHA
mumbaaeHonaTija, a koxxara Haja Hea Oemie 0e3 mpoMmenu. Hajronmemara skie3ma Oemie co aujameTtap of 3cM.
OcraHaTHOT HAOJ MO CUCTEMH Oellle ypelleH, OCBeH Ha3HaueHa cplieBa aputMuja. [1aTOXUCTONOMIKHOT HAOA OJf
OuoricujaTa Ha [EpBUKAIHATA XJIe3/1a Oelle BO MPUIIOT Ha XOIKMHOBA OOJECT, MOITHUI MENIaHa EeTyIapHOCT.
Komjyrepusupanara tomorpaduja Ha TpagHHOT KOII M abJOMEHOT MOKaka 3TOJIEMEHH MEAWjaCTUHAIHU H
abmomunanHn muMQHH jaznu. [lanuentor Geme nujarnoctuimpan kako I1I b cragmym Ha XonkuHoBa Gornect n
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JIEKyBaH co cucTeMcka xemorepanuja 1o ABVD nportoxon. [Ipumu 8 mukirycu u 6erie moCTUTHATa KOMITIETHA
pemuchja. [lepuopOuraaauTe eqeMu ce MOBJIEKOa MO IpBara J103a o MpBHOT nukiIyc. Bo Maj 2012 mosTopHO
My ce I0jaBHja LepBUKaJIHUTE JUM(HU jaznu u nepuopOutanHuot enem. beme HanpaBeHn IIET ckeH Ha koj
Oelle eBUCHTHPaHA 3rojieMeHa MeTa0oJIHa aKTUBHOCT. bellle AujarHoCcTHIMpaH pelUIuB Ha OCHOBHATa Ooject
W TalMeHTOT INpHMHU ymTe 8 IMKIycu Xemorepanwja mo ABVD mporokonor Bo KoMmOuMHaumja co
MOHOKJIOHaJTHOTO aHuTereso Rituximab. Tpu Mecenm o 3aBplIyBameTO Ha Tepanujara Oelle HampaBeH
xoHTposteH [IET ckeH koj mOTBpaM KOMIUIETHA peMIcja Ha OCHOBHara Ooject. [laneHToT ocTaHa BO KOMILIETHA
pemucija go 02.2015 xora n3HeHaAHO OYMHA O aKyTHA CpIIeBa Cl1aboCT.

Kaj mammor cirydaj okynapHHOT JuM@oM Oelre AWjarHOCTHIMPAH WHAWPEKTHO, OMICjKU J0jAe N0 KOMIUICTHA
pe3oTynuja Ha OKyJapHHTE CHMITOMHM IO CIIPOBEIYBaEmETO HA CHCTEMCKaTa XemoTepamnuja. HameTo nckycrso
YKaKyBa JieKa IPIMapHHUTE OKYJIapHH XOIKHHOBU JIUM(OMH, HAKO CE MHOTY PETKH M TEUIKH 3a JHjarH03a, THEe
cexkoram Tpeba ma ce WMMaaT BO MpEIBHI INIPH I0jaBa Ha perpoOynbapHa Tymopcka Maca. HajmoGpa
JIMjarHOCTHYKA aJaTKa 33 HUB NIPECTaByBa MUKPOXUPYIIKHOT IPHUCTAI 10 OpOHTaTa.

Kayunu 360poBu: Oxynapen mmmdom, XoykuHosa 6oect, [TET cken

1.BOBE]]

JlumdomuTe npeTcTaByBaaT XHCTOJOIIKM XETEpOreHa rpyna Ha HEOIUIa3MHU KOM INMOTEKHYBaaT O] KJIETKHTE Ha
UMYHUOT CUCTCM. HpBeHCTBeHO, THC CC IIOACJICHU Ha XOLIKI/IHOBI/I u HC-XOLIKI/IHOBI/I J'II/IM(I)OMI/I, KOU MOHaTaMy
LIMPOKO ce Jenar Bo OpojHH crneuuuyHn eHtuteTH. (OCHOBHA KapaKTEpPHCTHKAa Ha OBHE 3a00NyBame €
3roJIeMyBamkeTO U Mponudepannjata Ha JTUMGOHATE ja3d HIA CEKYHIApPHOTO JTUM(OHIHO TKUBO. [loHekoram
IIMGOMUTE MOXKE Ja ce MaHH(pecTHpaaT ¥ Ha HEBOOOWYACHH JIOKAIW3alUH BO TEJIOTO, OXHOCHO
HeoIUTaCTUYHATa Mpojudepanuja ce jaByBa Ha MecTa BO OPraHM3MOT KaJe BOOOOMYAacHO HE Ce cpekaBaar
muMpHA  jaznu  wid  TuMpHO TKHBO. OBHe 1MUMGOMH ce HapeKyBaaT eKCTPAHOAAIHH JAM(POMHU.
ExctpaHomanaute JIMMQOMH ce HajueCTUTE MAIUTHH OOJECTH Ha OKYJIapHUTE AaIHEKCH, OJHOCHO Ha
KOIbYKTUBATa, JIAKPHUMAJHUTE JKIC3/H, JaKPUMAaTHOTO Kece, OYHHTE Kallalld, OpOUTaIHOTO MEKO TKHBO H
eKCTpaoKyaapHUTe Myckyinu. OKylIapHUTE aJHCKCHH JTUM(POMHU counHyBaaT 1-2% on cute aumboMu Wid 5-
15% on excrpanopanaute JuM@oMu. XOUKHHOBHOT JUM(OM/O0NECT MHOTY PETKO I'M 3adaka OKylapHHTE
aJHeKCM W HajuecTo NpecTaByBa JOIHA MaHHWdecTalnyja Ha HampeJHaTa Wi peiancHa Oonect. Bo namara
CTyAMja € IPUKaXKaH MalMeHT CO MpUMapHa oKyliapHa gopma Ha XOIKHHOBa Ooliect, koja Bo Tek Ha 10 roauHu
ce MaHubecTUpana Kako JIOKaJM3upaHa okyiaapHa ¢opma. Taa He Ouia NpaBHIHO JUjarHOCTUIIMpaHa ce J0
rmojaBara Ha OwiaTepayiHa IepBHKaiHA duMpaneHonaryja. Kaj HaIIMOT MAIl[MEHT OKYIapHHOT jJuMdom Oerie
JIMjarHOCTULIMPAH WHIUPEKTHO, OHMJCjKU JOjAe IO KOMIUICTHA pe30NylHja Ha OKYJIapHUTE CHMIITOMH IO
CIPOBEIYBakbETO HA CHUCTEMCKaTa XeMmorepamnuja. VICKycTBOTO O OBOj Ciydaj yKaXyBa JeKa OCHOBHO BO
JIMjarHOCTUKATa W TPETMAHOT HA OBHE PETKH OOJECTH € MYITHIUCLMIUTMHAPHAOT THMCKH TIPUCTAIL.

2. [TPUKA3 HA CJIYYAJ

[NameHTOT, Mk, Ha BO3pacT of 55rof , 3a MpB mar ce jaBu Ha Hamara Kimawka Bo Jymu 2011rommaa. Ce
KaJlelle 3roJieMeHHU JIMM(QHU ja3nu Ha BpaToT, HOKHO TOTEHE M Yellame 10 Kokara. Ha dusukaneHn npernien
uMalle MOoJABM)KHA IepBHKanHa TuMdaneHonarija 6e3 MpPOMEHU Ha Kokara BO uctarta peruja. Hajromemara
xne3na Oeme co nujamerap ox 3cM. [lanmeHTOT MMaiie M NepHOPOMTAIHH €IEMH, KOIbYKTHBAJICH EPHUTEM,
ersopraiMyc u cpueBa aputmuja. OCTaHATHOT HAOJ MO CHUCTEMHU Oemie ypeaeH. AHaMHECTHYKH Oorecrta
narupana 10 roquHu HaHa3aJ| Kora 3a IPB AT NPUMETHII OTOK Ha OYHUTE Karali KOj MMOCTENEHO Ce 3rojieMyBall
W JOIJIO 0 TojaBa Ha erso¢ranmyc. Toram My Owia HampaBeHa cepuja Ha HCIUTYBama: OpOUTAIHO
yaTpacoHorpad)cko HCIHUTYBamke, KOMIjyTepusupaHa Ttomorpaduja(Cnuka 1) w MarHeTHa pe3OHaHIA Ha
opbutHTe W eBadyaudja Ha THpounHara (QyHkuuja. Pesynrarnte mnokaxane OwiarepanHa audysHa
nHpuUITpaTHBHA JIe3uja BO peTpolyndapHUTE MYCKY/IHM, peTpoOynbapHa TyMmMOpcka Maca M ersograiMyc.
[orpemno ©Owmn nujarHocTHIMpaH Kako oOKyrnapHa ¢opma Ha [paBecoBa Oonect wim OuiarepaiHa
odranvonaruja. [lo OpojHn KoHCynTamu co OQPTAIMOJIO3U, CHIKPUHOJIO3M M IYJIMOJIAPErojo3u (TalueHToT
cTpaaan u ox 6enoapoOHa acTMa) OMII TOCTaBEH Ha Tepamnuja co KOPTUKOCTEPOUAHN U MEPUOPOUTATHUTE eIeMU
ce mrybmne. MefyToa, pyu cekoj OOHMI 3a HaMallyBame Ha JO3WTE HAa KOPTHKOCTEPOHAWTE ITOBTOPHO CE
jaByBasie. Bo 2006 roguna cnipoBeneHa My e u pamuorepanuja co LINAK 15MV, npeky nBe monuma, aecet
¢dpaxiuu co TotanHa 1032 o1 20GY. OpOWUTaTHHOT OTOK MO paguoTeparnydjaTa ce u3ryomI, Ho Bo mepuof o 15
Mecelld IMOBTOPHO c€ MojaBmi. Toram NalMeHTOT € MOCTaBeH Ha KOPTHKOCTEpOWIHA Tepanuja, Ha Koja
MIOBPEMEHO OWII 10 MpueMoT Ha Hamara Knuaunka. FiMeHo, mpy cekoj oOu 3a IPeKuH, peTpoOyI0apHUOT eneM
TIOBTOPHO C€ jaByBaJl.
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Crnuka 1: Komnjyrepusupana Tomorpaduja Ha IJ1aBa co Hao 3a peTpoOyiadapHa TyMOpcka Maca

Kaj marmenToT Oemre HampaBeHa OWOIICHja Ha MEpBHUKAJCH JUM(EH ja3ell, a MAaTOXUCTOJIIKHOT Haoj Oermre BO
mpuior Ha XOLKWHOBA OOJIECT, TIOATHIT MemaHa HeryinapHocT. KoMjyrepusupanara Tomorpaduja Ha TpagHAOT
KOl W abJOMEHOT IIOKaka 3TOJIEMEHH MEAWjacTHHAIHM W a0JoMHHANHHA JUMGHHU ja3nu, Oe3 3Hamm 3a
nHUITpanMja Ha CpUEBHOT MYCKyd. Pesynraror on Oworcujata Ha KOCKEHara CpLEBHHA Oelle ypeseH.
[Maupentor Oemre nujarmoctunupan kako III b cragmym Ha XopkuHOBa OONieCT M JIEKyBaH CO CHUCTEMCKa
xemotepanuja mo ABVD mporoxon. Ilpumu 8 mnukiaycu mo Hea M Oelle MOCTHTHATa KOMIUIETHA PEMHCH]a.
[epuopOuranHuTe eaeMu ce MOBJIEKoa Mo MpBaTa 103a of npBHoT uukityc Ha ABVD. Bo Maj 2012 nosropHo
My C€ jaBHja 3roJEeMEHHU LIePBUKAIHH JUMQHHU ja3nu U nepuopourainu exemu. beme namnpaseH ITET ckeH koj
MOKa)ka 3rojieMeHa MeTa0oiiHa akTUBHOCT Bo uctHTe peruu. (Cimuka 2A u 2b). Beme nujarnocruumpan
pennanB Ha OCHOBHATa OOJIECT W MAIIMEHTOT NMPHUMU ymITe § NUKIYCH XeMmorepanuja no ABVD nporokonor Bo
KOMOWHAIIja CO MOHOKIJIOHATTHOTO aHuTeTeNno Rituximab. Tpu mMecenn mo 3aBpIryBameTo Ha Tepamnmjata Oerie
HarpaBeH KoHTposieH [IET ckeH koj MOTBpIM KOMIUIETHA peMHUCja Ha OCHOBHara Oosect. [lammeHToT ocTaHa BO
KoMIuteTHa pemucija 1o 02.2015 xora H3HEHaIHO MTOYHMHA O aKyTHA CPIIEBA CIIA0OCT.

b
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Crnuxa 2:ITET ckeH Haon co peTpoOynbapHa Ounarepana Tymopcka maca co Bucoka FDG PET aktuBHOCT

3. IJMCKYCHJA

XOUKWHOBHOT JIUM(OM/00IECT MHOTY PETKO I'M 3adaka OKyIapHUTE aJHEKCH M HajuecTo MpEecTaByBa JOIHA
MaHu(ecTanja Ha HampeqHaTa WM pernancHa Oorect. dudepeHnujannara nujarHo3a Ha perpoOynbapHara
opOuTanHa Jie3uja € MHOTY TElIKa M KOMIUIEKCHA. [IpuduHa 3a OKyJapHHTE TYMOPCKHM MacH MOXe Ja Ounje
cnekrap on juMmdonponudepaTuBHu OonecTu. XHCTOJOTHjaTa, CTaJUyMOT M IpUMapHaTa JIOKaJH3alija ce
Haj3Ha4YajHUTE NPOMEHJIMBU IapaMeTpu O]l OBHE OOJECTH KOM BIMjaaT Ha IPUPOJHHOT TE€K M HCXOAOT Of
JeKyBameTo Ha Oozecra. Ilopagu Toa MaHgaTOpHA AMjarHOCTHYKA MOCTANKa € MUKPOXMPYIIKa WHTEPBEHIIH]a.
Jlo neHec BO JjuMTeparypara ONHMINAHM CE CaMO HEKOJKY Clydad Ha MpuMapHa Npe3eHTaluja Ha XOUKHHOBA
Oonect Bo peTpoOymbapaHuTe MycKynu. Bo Hammara cTyimja € NpUKakaH MAIMeHT cO MpUMapHa OKylapHa
¢opma Ha XoKHHOBa Oonect, koja BO Tek Ha 10 romuamM ce MaHHMdecTHpada Kako JIOKaTM3UpaHa OKyJIapHa
¢bopma. Taa He Owia TpaBWJIHO JUjarHOCTUIIMpaHa ce€ JIO TI0jaBaTa Ha OwWiaTepaiHara IePBHKAIHA
mumbaneHonarrja. HanpaBenn Owie OpojHM pPagvoONIONIKM HWCIIEAyBama, HO 3a Kall He € HalpaBeHa
MHUKPOXHPYIIKAa HHTPEBEHIIN]a KOja OM OBO3MOXKIJIA ITATOXHCTOJIONIKA eBaTyallfja Ha TyMopcKara Maca. imeHo,
naKo JUM(pOMHTE UMaaT KapaKTepUCTHYHA JIOKAJIHU3allja BO OpOUTaTa Koja MOXeE /1a UM IIOMOTHE Ha MCKYCHHTE
panvosio3n MPaBHIHO JIa Ce OPHEHTHpaaT KOH JMjarHo3ara, Celak Ipelu3Hara JIUjarHOCTHKa ce 0asupa Ha
MaTOXUCTOJIOIIKA €BaTyallHja.
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4. 3AKJIYYOK

Kaj Hammot ciydaj okynapHHOT JuM¢poM Oellle I1jarHOCTUIMPAaH MHIUPEKTHO, OUIEjKH J10je 0 KOMIUIETHA
pe3oiylyrja Ha OKYJIapHUTE CUMITOMH IO CIIPOBEIYBambETO HA CUCTEMCKaTa XeMorepamnuja. [ako nmpumapHuTe
OKyJIapHH XONKHHOBU JTMM(OMH Ce MHOTY PETKM M TEILKHU 3a JIMjarHo3a, Cenak IpH IojaBa Ha peTpolyindapHa
TyMOpCKa Maca M Tue Tpeba &a ce mmaar Bo mpeasuj. HajmoOGap AMjarHOCTHYKHM IIPHCTAIl IPETCTaByBa
MHUKpOXHpYIIKara OnontudHa npouenypa. OCHOBHO NpH MjarHOCTUKAaTa M TPETMaHOT Ha OBHE PETKH OOJIeCTH
€ MpUMeHara Ha MyATHAUCIMIUIMHAPHUOT TUMCKH TIPUCTAIL.
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