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ABAHCWPAA HEBPOEHAOKPUHEH TYMOP HA ANEHAUKCA C UHOUATPALIUA HA
AAHEKC: KAMHUYEH CAYYAI N 0630P HA AUTEPATYPATA [BULGARIAN]

PE3HOME

BvBegeHue: HeBpoeHgokpuHHUumMe mymopu (HET) Ha aneHgukca ca pegku Ae3uu, o6ukHoBeHo
omkpuBaHu cayualiHo u xapakmepu3upawu ce ¢ 6aBeH kauHuuveH xog. BucokocmeneHHume
HeBpoeHgokpuHHu kapuuHomu (NEC) obaue ca u3kaloueHue u ca cBovp3aHu ¢ az2pecuBHo
noBegeHue, paHHO pagnpocmpaHeHue u Aowa npoz2Ho3a. AokaanHama uHBa3us Ha cbcegHu
op2aHu, kamo HanpumMep agHekcume, e ugkalouumenHo psgka.

MpegcmaBsHe Ha cayuas: AokaagBame cayuall Ha 71-2oguwHa XkeHa, npegcmaBswa ce ¢ 6oaka
B gacHama cmpaHa Ha kopema u cmyweHusa B gedekauyusama. Obpa3zHama guazHocmuka
pa3skpuBa mymopHa maca B uekyma c pa3zmepu 7,5 cMm, cBop3aHa ¢ MykoueneHa aneHgukca u
yBeAuueHu napaaopmHu AuM@HU Bb3au. MHmMpaonepamuBHo e ugeHmuduuupaH AokaAHO
HanpegHaA myMmop, 3acsizaw, uekyma, pemponepumoHeyma u gecHume agHekcu. I38vpweHa e
gacHa xemukonekmomus c agHekcekmomusa u aumdageHekmomus. Xucmonamoaozusama
noka3zBa BucokocmeneHeH egpokaemvueH HeBpoeHgokpuHeH kapuuHom Ha aneHgukca
(pT4N1M1b, LV1, Pn+, RO) cvc cvgoBa u nepuHeBpanHa uHBa3us u MHoXkecmBo HoganHu
memacma3zu. CnegonepamuBHusim kypc npomeue 6e3 ycaoXkHeHus.

Auckycus: EgpokaemvuHuam NEC Ha aneHgukca e uzkalouumenHo pagok u MoXke ga uMmumupa
gpyau uneouekanHu unau agHekcanHu 3aokauecmBeHu 3aboasBaHus. OkoHuameaHama
guazHo3a u3uckBa XucmonamoAO2UYHO U UMYHOXUCMOXUMUYHO nomBuvp)kgeHue.
PagukanHama xupypauuHa pe3ekuyus ocmaBa kpalwba2bAHusm kaMbk Ha mepanusima, gokamo
cucmeMHa xumuomepanus Ha 6azama Ha nAamuHa (uucnaamuH/kapbonaamuH ¢ emono3ug)
ce npenopvuBa npu HanpegHano 3abonsiBaHe. Bonpeku ue npoz2Ho3ama e aowa, RO
pe3ekuusima npegaaza Hall-gobpusi waHc 3a NnpogoAKumMeAHo oueasBare.

3aknloueHue: To3u cayual noguepmaBa HeobuualHa nposBa Ha AokanHO HanpegHaa
egpoknemvueH NEC Ha aneHgukca ¢ gupekmHa agHekcanHa u pemponepumoHeanHa uHBasus,
noguepmaBalku 3HaueHuemo Ha Bucokusi uHgekc Ha CbMHEHUE U MyAMUGQUCUUNAUHApHUS
nogxog kbM guagzHocmukama u AeyeHuemo.

KAKUYOBU AYMU
aneHgukc, egpoknemvueH HeBpoeHgokpuHeH kapuuHoM, AokaAHO HanpegHaA myMop, gacHa
xemukonekmomus, onucaHue Ha cayyal

BbBEAEHUE

HeBpoeHgokpuHHume mymopu (NET) Ha aneHgukca ca pegku HoBoobpa3yBaHus, koumo ce
omkpuBam B npubauzumenHo 0,5—1% om Bcuuku aneHgekmomuu u npegcmaBasBam nog 1%
om 2acmpouHmecmuHanHume NET [1,2]. ObuualiHo me ca Maaku, UHUUGEHMHO ycmaHoBeHu
Ae3uu ¢ brazonpusameH buonozuueH xog, Ho BucokocmeneHHume (high-grade) u aBaHcupanau
dopmu ca uskalouumenHo pegku u ce xapakmepu3upam c a2pecuBHo noBegeHue, paHHO
Memacma3zupaHe u HebaazonpusimHa npozHo3a [3,4]. OcobeHo HeobuualiHO e AokaAnHOMO
UHduUAmMpupaHe Ha cbcegHu opzaHu, BkalouumeaHo agHekcu, koemo nocmaBs 3HauumenHu
guaz2HocmuyHu u mepaneBmuuHu npegu3zBukameacmBa [5]. MpegcmaBame kanuHuueH cayual
Ha 71-2o0guwHa >keHa ¢ AnokanHo aBaHcupan egpokaembvueH HeBpoeHgokpuHeH kapuuHOM Ha
aneHgukca, uHpuAmpupaw, gecHust agHekc u uekyma, c 0630p Ha HaAUYHamMa Aumepamypa.
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KAMHUYEH CAYYAN

MauueHmka Ha 71 2oguHu nocmbnBa ¢ onaakBaHus om 6oaka, mexkecm u guckomdopm B8
gasicHama kopemHa noAnoBuHa, npugpykeHu om cmyw,eHusa B pumbMa Ha gedekauus. Mo noBog
Ha NnogobHU cuMnmoOMU € XochumaAu3upaHa B gpy2o AeuebHo 3aBegeHue, kvgemo
AabopamopHume u3caegBaHus ycmaHoBsBam: neBkouumu 14,9 x10%/L, xemoaao6uH 118 g/L,
CRP 45,19 mg/L. Om npoBegeHa komnlomvpHa momozpadus (KT) ce Buzyaauszupa npucmeHHa
3agebeneHa Ae3ua u mymopHa dopmauuss B obracmma Ha uekyma c pasmep 75 mm,
npugpy)XeHa om napaaopmanHa AuMdageHoMe2aAus.

MpugpyXaBawu 3aboasBaHua: apmepuasHa XunepmoHusi, XpOHU4YHa ob6cmpykmuBHa
b6enogpobHa 6oaecm (XOBB), guckoBa xepHus. KpwBHa 2pyna: B Rh+.

Mpu ¢uzukanHomo u3cnegBaHe ce ycmaHoBaBa bone3HeHa ¢opmauus B uaeouekanHama
obracm, 6e3 nepumoHeaAHO gpa3HeHe. AabopamopHuUme pe3yAmamu npu Hacmosiwama
xocnumaauszauusi BkalouBam yBeauuaBaHe Ha AeBkouumo3zama 15,3 x10%/L u CRP 74,6 mg/L,
xeMo2A06uH 119 g/L.

Yampa3BykoBomo u3cnegBaHe Ha kopeMHu opz2aHu noka3za namoAo2u4yeH ,CUMNMOM Ha
kokapgama” 8 gacHama uneouekanHa obaacm, c uMbubupaHu muvkaHu u popmayusa c pazmepu
6/5 cm. KT Ha kopem nomBup)kgaBa mymopHa ¢opmayus, aHzaXkupawa uekyma u omuacmu
MepMUHaAHUS uAeyM c BeposamHo mpaHcMypaAHO npopacmBaHe. Haauue ca gaHHU 3a
mykouene Ha aneHgukca, 3aAuveHa 2paHuua mMexkgy aneHgukc u geceH agHekc, yBeauueHu
Me3eHmMepuaAHU U pemponepumoHeaAHuU AUMGHU Bb3Au.

MumpaonepamuBHa Haxogka

Mo BpeMe Ha onepayusima ce ycmaHoBu aBaHcupana mymopHa ¢popmayus, 06xBawawa uekyma
B8 6au3zocm go bayxuHueBama kaana, 6e3 gupekmna uHduampayua B Hes. HabalogaBa ce
uHpuampauua kbM pemponepumoHeyMa U NbAHO u3koHCyMupaHe Ha 3agHama CmeHa Ha
uekyma ¢ pempouekanHa abcuecHa kyxuHa, ugnbAHeHa ¢ hekyAeHMHOo cbgbpXkumo. AecHusm
agHekc 6e uHpuampupaH om mymopHus npouec. N3BvpweHa be gacHa xemukonekmomus,
gecHocmpaHHa agHekcekmomusi, caHupaHe Ha abcuecHama kyxuHa u AumdHa gucekuusi.
CaegonepamuBHussim nepuog npomeue 2aagko, ¢ Bb3cmaHoBsiBaHe Ha upeBHus naca)k Ha 3-
mu nocmonepamuBeH geH, gpeHakume 6sixa cBaneHu B cpok.

XucmonamoAao2uuyeH pegyaAmam

AuazHocmuuupaH e high-grade HeBpoeHgokpuHeH kapuuHoM, egpokaembueH BapuaHm Ha
aneHgukca ¢ npobuB Ha cepo3ama u mpaHCMypaAHO aH2aXkupaHe Ha uekyma. Haauue ca
MH0206p0olHU MyMOpHU eMb0oAu BbB BeHo3HU u AUMPHU cbgoBe, BkalouumeaHo uHduAmpauus
B8 Meguama Ha apmepuaneH Cbg, HaAuYHa nepuHeBpanHa uHBa3us. B baceliHa Ha 2opHama
me3eHmepuanHa BeHa, napakaBanHo u napaaopmanHO ca omkpumu 24 MemacmamuuHu
AuM®HU Bb3Aau, kakmo u MHOXkecmBo Heu3bpoumu guckoHMUHYUMEMHU MyMOpPHU geno3umu
B8 MacmHa mvkaH go 25 mm. AecHuam stuuHuk e mymopHo aHz2axkupaH. Pe3ekuyuoHHUMeE AUHUU
om upeBHusa pe3zekmam ca 6e3 uHduampauus. Tymopom e cmagupaHn kamo pT4N1Mlb, LV1,
Pn+, RO.

OBCbXAAHE

HeBpoeHgokpuHHume mymopu (NET) Ha aneHgukca ca xemepo2eHHa 2pyna HeonAa3Mmu,
xapakmepu3upawu ce ¢ pa3Hoobpa3Ho kAuHUYHO noBegeHue — OmM UHJOAEHMHU Ae3uu C
gobpokauecmBeH xog go BucokocmeneHHu kapuuHomu c azpecuBHa 6uonozus [1,2]. B
knacuueckama cu ¢opma NET Ha aneHgukca ca ¢ manku pa3mepu (<2 cm), nokaau3upaHu B
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gucmanHus aneHgukc u uecmo ce omkpuBam uHuugeHmHo npu aneHgekmomus. lNpozHo3ama
Npu Me3u CAyyau e 0MAUYUHa, C 5-2oguwHa npexkuBaemocm Hag 90% [3]. 3a pa3auka om msx,
BucokocmeneHHume egpo- u gpebHokaemuvuHu HeBpoeHgokpuHHu kapuuHomu (NEC) ca
pegku, Ho ce xapakmepu3upam c uzkalouumenHo azpecuBeH kauHuueH xog, Bucoka uecmoma
Ha Memacmasu u HebAazonpussmHa npo2Ho3a [4].

OnucaHussm cAyyal npegcmaBasBa egpokaemvueH HeBpoeHgokpuHeH KkapuuHOM Ha
aneHgukca, koumo e AnokanHo aBaHcupan ¢ uHduAmpauyusa Ha cecegHu cmpykmypu — uekywm,
pemponepumoHeyM u geceH agHekc. NMogobHa nokanHa uHBa3us e HeobuualiHa 3a aneHgukcHu
NET u e onucaHa B ozpaHuueH 6pou kagzyucmuuHu nybaukauuu [5,6]. B noBeuemo cayuau,
kozamo ce HabalogaBa mymopHo 3acaz2aHe Ha agHekcume, ce kacae 3a BmopuuHa
MemacmamuyHa guceMuHauusi 0m 2acmpouHmMecmuHaneH uAu 2uHekonozuueH kapuuHom. B
Hawus cAyyal aH2aXkupaHemo Ha sitluHuka e pe3yAmam om gupekmHa AokaaHa uHduAmpauus,
koemo e ocobeHocm ¢ Bucoka kanuHuuHa 3Hauumocm.

KAuHUUHO u o06pazHOo-guazHOCMU4YHO, CAyyasm nocmaBs peguua gudepeHuuarHo-
guazHocmuuHu npegu3BukameancmBa. [lpocmpaHcmBeHo-3aemMawama dopmauus B
uneouekanHama obraacm ¢ mykouene Ha aneHgukca MoXke ga uMmumupa MyyuHO3Ha HeonAa3Mma
Ha aneHgukca uAu ageHokapuuHoM Ha uekyma, a aHza)kupaHemo Ha agHekca ga Hacouu
kauHuuucmume kom nopBuueH oBapuaneH kapuuHom [7,8]. UMeHHO 3amoBa okoHuameAHama
guazHo3a ce nocmaBsa egBa caeg xucmonamoAO2UUHa U UMyHOXUCMoxXumMuuHa Bepudgukauus.
XucmonozuuHusm pe3yamam B onucaHua om Hac cAydyal paskpuBa HebrazonpusmHu
xapakmepucmuku: BucokocmeneHeH egpokaembvueH BapuaHm, 0BWUPHO MpaHCMYypPaAHO
aHza)kupaHe, HaAuuue Ha BeHO3HU u AUM@HU MyMOpPHU eMboAu, nepuHeBpanHa uHBa3us u
MHOXkecmBo MemacmamuuHu AuM@HU Bv3Au, BkalouumeaHo B napaaopmaneH u napakaBaneH
bacelH. Te3u beAne3u ca acoyuupaHu c HanpegHaAo 3abonsBaHe u HebAazonpusimHa Nnpo2Ho3a
[9]. Bonpeku moBa, pagukanHama xupypauuHa pe3ekuus ¢ RO cmamyc gaBa Bv3mokHocm 3a
ygonkaBaHe Ha npe)kuBssemocmma, ocobeHo kozamo e nocaegBaHa om agekBamHa cucmeMHa
mepanus.

Xupyp2uuHomo AeueHue e ocHoBeH mepaneBmuuyeH Memog npu AokaAnHo aBaHcupanu NET Ha
aneHgukca. B knacuueckume cayuau Ha manku, gobpe gudepeHuupaHu mymopu (<2 cm)
aneHgekmomuama e gocmamuvuHa [10]. Mpu no-z2oneMu mymopu, BucokocmeneHHU uAu
makuBa ¢ numdHa uHBa3zusa u AokanHa gucemuHauus, ce npenopbuBa gsaicHa xemukonekmomus
c Aum@dHa gucekuyus, kakmo 6e npoBegeHo B Hawus cayual [11]. MHpuampauussma Ha agHekc
HanoXku egHoBpemeHHOo u3BbpwBaHe Ha agHekcekmomus, koemo e B8 cbomBemcmBue c
NpuHyunume Ha oHkoAno2uuHama pagukanHocm.

B konmekcma Ha cucmeMHama mepanus, BucokocmeneHHume HeBpoeHgokpuHHU kapuuHoMu
ce mpemupam no aHanoz2us ¢ gpebHokaembvuHus 6enogpobeH kapuuHoM — cmaHgapmHume
pexkumu BkalouBam koMbuHauusi om naamuHa (yucnaamuHa uau kapbonaamuHa) c emono3ug
[12]. Ponsma Ha mapz2emHu u uMyHomepaneBmuuHu cpegcmBa (Hanp. PD-1/PD-L1
UHXUBumopu) npu mo3u nogmun Bce owe ce npoyuBa u HAMa ycmaHoBeH cmaHgapm [13].
BucokocmeneHHume NEC umam HebaazonpusimHa npo2Ho3a, ¢ 5-2oguwHa npekuBsemocm
nog 20% npu aBaHcupaau cayuau [14]. Bonpeku moBa pagukaanHama RO pe3ekuus, kakBamo 6e
nocmuzHama npu Hawama nayueHmka, ocmaBa Hau-BaxkHusm npozHocmuueH dakmop 3a
ygonkaBaHe Ha npexkuBsemocmma [15]. MpocaegsBaHemo mps6Ba ga 6bge cmpukmHo, ¢
pegoBHu obpa3Hu u3caegBaHusa (KT/AMP) u npocaegsaBaHe Ha cepyMHU Mapkepu (XpoMoz2paHUuH
A, NSE).
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3AKAHYEHUE

MNpegcmaBeHuam caAyual ualocmpupa pagok u kauHuuHO 3Hauum BapuaHm Ha AokaAHo
aBaHcupan egpokaemvueH HeBpoeHgokpuHeH kapuyuHoM Ha aneHgukca ¢ uHduAmpauus Ha
cbcegHu opzaHu, BkalouumeaHo geceH agHekc u pemponepumoHeyM. [MogobHa AokanHa
azpecuBHocm e HeobuualHa 3a aneHgukcHume NET u noguepmaBa HeobxogumMocmma om
Bucoka guazHoCMuUYHa NOGO3pPUMEAHOCM NPU NAUUEHMU C amunu4yHU MyMOopHU ¢popmayuu B8
uneouekanHama obaacm u Hanazam uHguBugyaAu3upaH, MyAmMugucUUnNAUHApeH Nogxog,
kakmo B8 guazHocmukama, maka u B AeueHuemo.
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ADVANCED NEUROENDOCRINE TUMOR OF THE APPENDIX WITH ADNEXAL
INFILTRATION: CASE REPORT AND LITERATURE REVIEW [ENGLISH]

SUMMARY

Introduction: Neuroendocrine tumors (NETs) of the appendix are rare lesions, typically
discovered incidentally and characterized by an indolent clinical course. High-grade
neuroendocrine carcinomas (NECs), however, are exceptional and associated with aggressive
behavior, early dissemination, and poor prognosis. Local invasion of adjacent organs, such as
the adnexa, is exceedingly uncommon.

Case presentation: We report a case of a 71-year-old woman presenting with right-sided
abdominal pain and altered bowel habits. Imaging revealed a cecal mass measuring 7.5 cm,
associated with an appendiceal mucocele and enlarged para-aortic lymph nodes.
Intraoperatively, a locally advanced tumor involving the cecum, retroperitoneum, and right
adnexa was identified. A right hemicolectomy with adnexectomy and lymphadenectomy was
performed. Histopathology demonstrated a high-grade large-cell neuroendocrine carcinoma
of the appendix (pT4N1M1b, LV1, Pn+, RO) with vascular and perineural invasion and multiple
nodal metastases. The postoperative course was uneventful.

Discussion: Large-cell NEC of the appendix is exceptionally rare and may mimic other ileocecal
or adnexal malignancies. Definitive diagnosis requires histopathologic and
immunohistochemical confirmation. Radical surgical resection remains the cornerstone of
therapy, while systemic platinum-based chemotherapy (cisplatin/carboplatin with etoposide)
is recommended for advanced disease. Although prognosis is poor, RO resection offers the
best chance for prolonged survival.

Conclusion: This case highlights an unusual manifestation of locally advanced large-cell NEC
of the appendix with direct adnexal and retroperitoneal invasion, underscoring the importance
of a high index of suspicion and a multidisciplinary approach to diagnosis and management.

KEYWORDS
appendix, large-cell neuroendocrine carcinoma, locally advanced tumor, right
hemicolectomy, case report

INTRODUCTION

Neuroendocrine tumors (NETs) of the appendix are rare neoplasms, detected in approximately
0.5—1% of all appendectomies and accounting for less than 1% of all gastrointestinal NETs
[1,2]. They are usually small, incidentally discovered lesions with a favorable biological course.
However, high-grade and advanced forms are extremely uncommon and are characterized by
aggressive behavior, early metastasis, and poor prognosis [3,4]. Local invasion into adjacent
organs, including the adnexa, is particularly unusual and poses significant diagnostic and
therapeutic challenges [5]. We present a clinical case of a 71-year-old woman with a locally
advanced large-cell neuroendocrine carcinoma of the appendix infiltrating the right adnexa
and cecum, accompanied by a review of the relevant literature.

CASE PRESENTATION

A 71-year-old female was admitted with complaints of pain, heaviness, and discomfort in the
right abdomen, accompanied by altered bowel habits. She had been previously hospitalized for
similar symptoms, during which laboratory tests revealed leukocytes of 14.9 x109/L,
hemoglobin of 118 g/L, and C-reactive protein (CRP) of 45.19 mg/L. Computed tomography (CT)
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showed a thickened mural lesion and a 75-mm tumorous mass in the cecal region, associated
with para-aortic lymphadenopathy.

Past medical history: arterial hypertension, chronic obstructive pulmonary disease (COPD),
and disc herniation. Blood group: B Rh+.

Physical examination revealed a palpable, tender mass in the ileocecal region, without signs of
peritoneal irritation. Current laboratory results demonstrated increased leukocytosis (15.3
x10%/L) and CRP (74.6 mg/L), with hemoglobin 119 g/L.

Abdominal ultrasound demonstrated a pathological “target sign” in the right ileocecal area with
infiltrated tissues and a mass measuring 6 x 5 cm. Abdominal CT confirmed a tumorous lesion
involving the cecum and partially the terminal ileum, likely with transmural invasion. Findings
were consistent with appendiceal mucocele, indistinct borders between the appendix and the
right adnexa, and enlarged mesenteric and retroperitoneal lymph nodes.

Intraoperative Findings

Surgery revealed an advanced tumorous mass involving the cecum near the Bauhin’s valve,
without direct infiltration into it. There was infiltration into the retroperitoneum and complete
destruction of the posterior cecal wall with a retrocecal abscess cavity filled with feculent
material. The right adnexa was infiltrated by the tumor. A right hemicolectomy with right
adnexectomy, abscess cavity debridement, and lymphadenectomy were performed. The
postoperative course was uneventful, with restoration of bowel function on postoperative day
3; drains were removed on schedule.

Histopathological Findings

Histopathological examination revealed a high-grade large-cell neuroendocrine carcinoma of
the appendix with serosal perforation and transmural invasion of the cecum. Numerous tumor
emboli were observed within venous and lymphatic vessels, as well as arterial wall invasion and
perineural infiltration. Twenty-four metastatic lymph nodes were identified in the superior
mesenteric, paracaval, and para-aortic regions, along with multiple discontinuous tumor
deposits up to 25 mm in the pericecal adipose tissue. The right ovary was infiltrated by the
tumor. Resection margins of the intestinal specimen were tumor-free.
Pathological staging: pT4N1M1b, LV1, Pn+, RO.

DISCUSSION

Appendiceal neuroendocrine tumors represent a heterogeneous group of neoplasms with
variable clinical behavior—from indolent, benign-appearing lesions to highly aggressive
carcinomas [1,2]. Classical appendiceal NETs are typically small (<2 cm), located in the distal
appendix, and incidentally detected during appendectomy. Their prognosis is excellent, with a
5-year survival exceeding 90% [3]. In contrast, high-grade large- or small-cell neuroendocrine
carcinomas (NECs) are rare but exhibit aggressive clinical courses, frequent metastases, and
poor outcomes [4].

The presented case describes a large-cell NEC of the appendix with local invasion of adjacent
structures—the cecum, retroperitoneum, and right adnexa. Such local extension is highly
uncommon and has been reported in only a few case studies [5,6]. In most situations where
adnexal involvement is present, it represents secondary metastatic spread from a
gastrointestinal or gynecologic carcinoma. In our patient, ovarian involvement resulted from
direct contiguous invasion—an uncommon but clinically significant finding.
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From a clinical and imaging standpoint, this case posed several diagnostic challenges. A mass
in the ileocecal region associated with an appendiceal mucocele can mimic a mucinous
appendiceal neoplasm or a cecal adenocarcinoma, while adnexal involvement might suggest a
primary ovarian carcinoma [7,8]. Thus, definitive diagnosis relies on histopathological and
immunohistochemical verification.

Histologically, the tumor demonstrated adverse features—high-grade large-cell morphology,
extensive transmural invasion, venous and lymphatic emboli, perineural infiltration, and
multiple nodal metastases, including para-aortic and paracaval nodes. These features are
associated with advanced disease and poor prognosis [9]. Nevertheless, complete (RO) surgical
resection remains the most important prognostic factor and can prolong survival, particularly
when followed by appropriate systemic therapy.

Surgery remains the cornerstone of treatment for locally advanced appendiceal NETs. For
small, well-differentiated tumors (<2 cm), appendectomy alone is considered curative [10]. For
larger, high-grade, or lymphovascularly invasive tumors, as well as those with local spread,
right hemicolectomy with lymphadenectomy is recommended—as performed in this case [11].
Adnexal infiltration justified concurrent adnexectomy, consistent with oncologic radicality
principles.

Regarding systemic therapy, high-grade NECs are treated similarly to small-cell lung
carcinoma, typically with platinum-based regimens (cisplatin or carboplatin) combined with
etoposide [12]. The role of targeted and immunotherapeutic agents (e.g., PD-1/PD-L1
inhibitors) in this subgroup remains under investigation, with no established standard of care
[13].

High-grade NECs have a poor prognosis, with a 5-year survival below 20% in advanced cases
[14]. Nevertheless, complete RO resection, as achieved in our patient, remains the key
determinant for prolonged survival [15]. Close postoperative follow-up is essential, including
regular imaging (CT/MRI) and biochemical monitoring (chromogranin A, NSE).

CONCLUSION

This case illustrates a rare and clinically significant presentation of a locally advanced large-
cell neuroendocrine carcinoma of the appendix with direct infiltration of adjacent organs,
including the right adnexa and retroperitoneum. Such local aggressiveness is exceptional for
appendiceal NETs and underscores the need for high diagnostic vigilance in patients with
atypical ileocecal masses. Management should be individualized and multidisciplinary,
integrating surgical, pathological, and oncological expertise to optimize outcomes.
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