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INTRODUCTION:  Primary  mediastinal  B-cell  lymphoma  (PMBCL)  is an  uncommon  subtype  of non-Hodgkin
lymphoma  (2–3%),  predominantly  occurring  in  female  young  adults.  Extrathoracic  involvement  is  found
in  10–20%.  It can  affect  the  kidneys,  pancreas,  stomach,  adrenal  glands,  liver, and  infrequently  the  central
nervous  system  (6–9%).  There  is currently  only  one  reported  case  of  ileum  dissemination  with  a  single
perforation.
PRESENTATION  OF  CASE:  A  51-year-old  woman  with  a history  of PMBCL,  hospitalized  by a  superior  vena
cava syndrome.  PET-CT  showed  numerous  lesions  in the  small  intestine,  pancreas,  adrenal  glands,  and  left
kidney.  During  chemotherapy  she  presented  abdominal  symptoms,  requiring  an emergency  laparotomy.
On  examination,  six  perforation  sites  were  found  in the  small  intestine.  The  pathology  report  revealed
lesions  compatible  with  PMBCL  spread.
DISCUSSION:  There  are  few  case  series  with  reports  of  dissemination  in the  gastrointestinal  tract,  with
the  main  location  in  the stomach.  Knowing  the  visceral  location  of  the  PMBCL  would  allow  us  to  plan

a  strict  follow-up  during  the  first phases  of chemotherapy  treatment,  as  well  as  the early  diagnosis  of
unexpected  complications,  such  as intestinal  perforation.
CONCLUSION:  The  PMBCL  is a  rare  entity.  Visceral  involvement  should  be suspected  in these  patients
since  intestinal  perforation  represents  a complication  with  high  morbidity  and  mortality.  This  is  the  first
case  reported  with  numerous  intestinal  locations  and  multiple  post-chemotherapy  perforations.

© 2020  The  Author(s).  Published  by  Elsevier  Ltd on behalf  of  IJS Publishing  Group  Ltd.  This  is  an  open
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1. Introduction

Primary mediastinal B-cell lymphoma (PMBCL) is an aggressive
B-cell lymphoma, accounting for 2–3% of non-Hodgkin lymphomas
(NHL). It predominantly affects women, in a 2:1 ratio compared to
men, commonly in their fourth decade of life [1]. It was  previously
considered a subtype of diffuse large B-cell lymphoma; however,
in 2008 the World Health Organization has recognized PMBCL as a
unique entity with different clinical and biological characteristics
[2].

The most frequent presentation is as an oncological emer-
gency, with a large anterior mediastinal mass that invades adjacent
structures such as the pleura, lungs, and/or pericardium, and con-

sequently a superior vena cava (SVC) syndrome [3,4].

We present the first case of a patient diagnosed with PMBCL with
numerous extrathoracic locations and multiple intestinal perfora-
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ions. This manuscript is reported in line with the SCARE criteria
5].

. Presentation of case

A 51-year-old woman with a history of class I obesity (BMI
0 kg / m2)  and a recent diagnosis of PMBCL (one month), no
istory of allergies, drug use, tobacco, alcohol abuse, or genetic
lterations. She consulted with dyspnoea, chest discomfort, and
acial swelling. She also reported febrile episodes, chills, and weight
oss in recent weeks. On admission, her vital signs were: blood pres-
ure 160/100 mmHg, pulse 110 / min, respiratory rate 24 / min,
pO2 89%, and body temperature 36 ◦C. On physical examination,
he presented facial, neck, and upper trunk edema, with visible con-
ested vessels consistent with SVC syndrome. Pre-phase treatment
as  started with steadily increasing corticosteroids (dexametha-
one: 8 mg  / d, 16 mg  / d, up to 24 mg  / d) and vincristine 2 mg  /
.

Chest computed tomography (CT) was  performed, which
howed a solid lesion of 14 × 10 × 7 cm in the craniocaudal, trans-
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Fig. 1. Chest CT. A: axial view, neoproliferative lesion in the anterior mediastinum (red arrow). B: coronal view, 14 × 10 × 7 cm prevascular lesion (red arrow). C: sagittal
view,  tumor in contact with the esophagus and trachea (red arrow).
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Fig. 2. A and B: PET-CT coronal view, with multiple hypermetabolic foci in the sma
aspect  in the tail of the pancreas. C and D: axial views of a voluminous hypermetab
verse, and anteroposterior diameters, respectively; that occupied
the anterior mediastinum, in relation to the aortic arch and its
branches. It also compromised SVC and it was in contact with the
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el wall, in both adrenal glands, in the left kidney and a tumor with an infiltrative
ass in the anterior mediastinum that encompasses the great vessels.
rachea and esophagus (Fig. 1). The tumoral stage was confirmed
ith a PET-CT that showed an intensely hypermetabolic tumor,

f 18 × 12 × 11 cm in craniocaudal, transverse, and anteroposte-



 –  OPEN  ACCESS
International Journal of Surgery Case Reports 77 (2020) 803–808
CASE  REPORT
R.M. Palacios Huatuco et al. 

rior diameters, respectively; that involved neck vessels, aorta, SVC,
and bilateral pulmonary nodules, with bilateral pleural effusion. In
the abdominal cavity, hypermetabolic nodules were found in both
adrenal glands, a left renal nodule, a lesion in the tail of the pan-
creas, and multiple hypermetabolic areas in the small bowel loops
(Fig. 2). The bone marrow biopsy and cerebrospinal fluid analysis
were negative.

The performance status of the Eastern Cooperative Oncology
Group [6] was 2. It was classified as clinical stage IVB, with an
International Prognostic Index (IPI) [7] of 4, considered high risk.

The patient presented clinical improvement, without acute
tumor lysis due to the pre-phase treatment. At nine days,
chemotherapy was started with the R-CHOP scheme (rituximab,
cyclophosphamide, doxorubicin, vincristine, and prednisolone).

On the second-day post-chemotherapy, she presented sudden
onset abdominal pain of severe intensity. The physical examination
found blood pressure 150/100 mmHg, pulse 120 / min, respira-
tory rate 22 / min, SpO2 92%, and body temperature 37.7 ◦C, with
abdominal guarding and generalized rebound tenderness.

The laboratory reported C - reactive protein 350 (VN: <5 mg  / l),
LDH: 2087 (VN: 105 - 333 IU / l), the rest of the parameters didn’t
have alterations.

An abdominal CT scan showed the presence of extraluminal gas,
free fluid, and paralytic ileus with parietal thickening with defect
areas, compatible with multiple intestinal perforations (Fig. 3).
Emergency surgery was decided.

An exploratory laparotomy was performed and revealed moder-
ate enteric fluid in the abdominal cavity and six perforation sites on
the wall of the small intestine, described from the angle of treitz to
the ileocecal valve at 35, 40, 60, 130, 150, and 200 cm (Fig. 4). Dur-

ing surgery, the patient presented hemodynamic instability that
improved after volume and vasoactive drug administration. Three
simple closures were performed in those perforations that did not
compromise more than 50% of the circumference and resection

Fig. 3. Abdominal and pelvis CT. A, B, and C: presence of free intraperitoneal air (red
circles) and free fluid in the decline regions of the abdomen.

Fig. 4. A: three isolated tumoral lesions are observed that were repaired with simple raffia. B, C and D: presence of consecutive lesions in the small bowel segment with
transmural involvement and devitalized margins.
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Fig. 5. A: mediastinum (HE 100x), central necrotic area (red rectangle), which indicates that the neoplasm is aggressive and proliferation of cells with scarce cytoplasm
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and  hyperchromatic nuclei around it. B: small bowel (HE 100x), the intestinal mu
is  infiltrated by the neoplasm. C: HE 400x, cells that infiltrate the intestine with th
lymphocytes. E: IHC positive for CD30. F: Ki67 +, with more than 50% of the cells in 

with primary anastomosis in a 70 cm segment of the small intestine,
where the perforations presented necrotic borders. The surgical
time was three hours, with an estimated blood loss of 250 cc. Blood
transfusion was not required.

Immediate postoperative follow-up was performed in the inten-
sive care unit. Fifteen days after surgery, hospital discharge was
indicated due to a favorable evolution, with scheduled controls to
continue with chemotherapy.

The pathology report revealed infiltration by malignant neo-
plasia compatible with NHL, with positive immunohistochemistry
(IHC) for CD20, CD30, Bcl-2, and with a proliferation index > 50%
(Ki67) (Fig. 5).

Chemotherapy was restarted 30 days after surgery, receiving
three cycles of R-CHOP regimen. Due to evidence of progressive
deterioration of her general condition, chemotherapy was  sus-
pended, and she died four months after surgery.
3. Discussion

PMBCL was  described for the first time in 1980, based on a
review of 184 cases in adults with NHL, corresponding to a sub-
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s seen without neoplastic infiltration, while from the submucosa to the serosa it
e characteristics as the mediastinal ones. D: IHC positive for CD20, identifying B

tosis indicating a high-grade lymphoma.

ype of lymphoma with highly aggressive behavior [4]. Only 20% of
atients have B symptoms and 80% increase lactate dehydrogenase
LDH) [8], similar to the clinical findings found in the patient.

Extrathoracic involvement at the time of diagnosis represents
0–20%. With the progression of the disease, its dissemination
an involve the kidneys, pancreas, adrenal glands, liver, stomach,
varies, bone, bone marrow, and rarely the central nervous sys-
em (6–9%) [9]. However, these organs are more frequently affected
uring relapses (93%) [9].

The clinical management of PMBCL varies among hospitals,
ithout a standard of care. Currently, there is no consensus on

he optimal chemotherapy regimen [10]. In the United States,
he R-CHOP regimen has historically been the standard treat-

ent for PMBCL, which is also radiosensitive. The combination of
hemotherapy followed by mediastinal radiation therapy has been
hown to be associated with a 5-year survival rate of 75–85% [8].
owever, the role of radiation therapy in all patients, particularly
hose with a good response to chemotherapy, remains uncertain
11]. The patient in this report presented numerous complications
s a consequence of the local and distant invasion, both at the time
f diagnosis and post-treatment follow-up, the reason for which
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chemotherapy was suspended and she did not receive radiother-
apy.

Perforation has been reported after chemotherapy in patients
with intestinal diffuse large B-cell lymphoma, with a mean presen-
tation of 46 days after chemotherapy began [12]. In PMBCL with
gastrointestinal location, we found no information in this regard.

The stages of PMBCL are classified in the same way as other lym-
phomas. It is classified by measuring infiltrated lymph node groups,
their relationship with the diaphragm, the extension to extra lym-
phatic organs, and patient symptoms [13]. 75% of patients present
a tumor greater than 10 cm at the time of diagnosis, and they are in
clinical stage I or II [6]. In this case, a clinical stage IVB and an IPI of 4
were established, which implies an infrequent initial presentation
and a 26% overall survival at 5 years, and a 44% complete response
to treatment.

PET-CT with fluorodeoxyglucose is considered the most sensi-
tive and specific technique for classifying the stage of lymphoma in
patients. It is used to evaluate responses before, during, and after
treatment, since the metabolic changes precede the morphological
ones [14,15]. In this case, our patient‘s PET-CT was performed at
the most stable moment of her clinical evolution, allowing us to
detect numerous extrathoracic locations during the initial staging.
The prognostic value and knowledge of unusual PMBCL locations
with PET-CT can change the clinical approach, which would support
the inclusion of this imaging study at the time of diagnosis, making
the detection of gastrointestinal involvement possible [13,16].

Gastrointestinal involvement by PMBCL is extremely rare. It has
been reported in a cohort of 204 patients, where only one patient
showed evidence of gastric involvement [16].

There is currently only one reported case of PMBCL with ileal
dissemination [13], in which the patient presented rebound tender-
ness during treatment with corticosteroids, which led to surgical
exploration, finding a single site of intestinal perforation. In our
case, the abdominal symptoms appeared after chemotherapy in the
context of a SVC syndrome, which initially responded favorably to
the corticosteroids administration. This report would be the second
case with intestinal dissemination, but unlike the first one, multi-
ple perforation sites were found on surgical exploration. The real
incidence at this location is unknown.

Knowing the visceral location of the PMBCL would allow
us to plan a strict follow-up during the first phases of treat-
ment or to anticipate complications, such as intestinal perforation
[13,17]. Gradual treatment was started in the patient before for-
mal  chemotherapy to assess the impact of tumor lysis. However,
intestinal perforation could also be conditioned by factors specific
to the tumor.

4. Conclusion

PMBCL is an infrequent neoplasm that could present visceral
involvement, which should be studied in depth before start-
ing chemotherapy and should be highly suspicious of eventual
intestinal perforation since it represents a complication with high
morbidity and mortality. This is the first case reported with
numerous intestinal locations and multiple post-chemotherapy
perforations.
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