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ABSTRACT

Renal transplantation is a critical treatment for end-stage renal disease,
and pediatric cadaveric dual kidney en bloc transplants provide a valuable
option for renal replacement. This case report discusses the rare
incidence of a Malignant Rhabdoid Tumor (MRT) in a dual kidney
transplant recipient, emphasizing the challenges in diagnosis and
management. A 57-year-old female, with a history of hypertension and
chronic kidney disease, received a pediatric cadaveric dual kidney en bloc
transplant. Eleven months post-transplant, she developed severe
abdominal pain. Imaging suggested a hypodense lesion in the
transplanted kidney. Differential diagnosis considered post-transplant
lymphoproliferative disorder and Wilms tumor. Following a graft
nephrectomy due to complications, histopathology confirmed an MRT.
Managementincluded extensive surgery, immunosuppressive adjustment
and adjuvant therapy. Immunol is to chemistry indicated loss of INI-1
expression in the tumor, crucial for the diagnosis. MRT in transplanted
kidneys is an unusual but serious complication post-transplant. This case
underscores the necessity for vigilant follow-up, comprehensive
diagnostic strategies and individualized treatment plans to manage such
rare occurrences effectively.
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INTRODUCTION

Renal transplantation remains a cornerstone in the
management of end-stage renal disease (ESRD). The
use of paediatric cadaveric dual kidneys en bloc offers
a viable option for patients requiring a renal
replacement therapy. However, such procedures can
lead to unique postoperative complications and
management challenges. This case report details a
patient who had a Rhabdoid tumor in the transplanted
kidney, following a dual kidney en bloc transplant.

Case Report: A 57-year-old female with a history of
hypertension and chronic kidney disease, vaccinated
for Pneumococcus, maintained on dialysis for 6 years,
underwent paediatric cadaveric dual kidney en bloc
transplantation.

Surgical Procedure: The dual kidneys were placed en
bloc in the iliopsoas and true pelvis. Anastomoses
included the donor abdominal aorta to the external
iliac artery (end-to-side) and the donor IVC to the
externaliliacvein (end-to-side). Ureters were joined by
pantaloons technique. Double J stent placed. The
patient exhibited good diereses intra operatively.

Postoperative Course: The patient received
Thymoglobulin induction and was placed on a
triple-drug immunosuppressive regimen (MMF,
Tacrolimus,  Woysolone).  Postoperatively, she
experienced delayed graft function with reduced urine
output, necessitating two hemodialysis sessions. By
postoperative day 5, graft function improved, with
serum creatinine levels decreasing to 3.3 mg/dL at
discharge.

Follow-Up and Complications: Eleven months
post-transplant, the patient presented with severe
diffuse abdominal pain. CT imaging revealed a large,
well-defined, hypodense lesioninvolving the interpolar
region and hilum of the transplanted kidney, with
indistinct fat planes involving the sigmoid colon.
Differential diagnoses included post-transplant
lymphoproliferative disorder (PTLD) or Wilms tumor.
Surgical Intervention: Upon Laparotomy, a graft
nephrectomy was performed due to one of the kidneys
rupturing and harbouring a venous thrombosis.
Postoperatively, the patient’s urine output improved,
and she stabilized. Postoperative histopathology was
confirmatory of a rhabdoid tumor of the kidney. One
month later, a PET scan identified a large lobulated
mass in the right para iliac region extending into the
pelvis, with indistinct fat planes with uterus and
sigmoid colon, with the presence of enlarged right
common and external iliac lymph nodes. An
exploratory laparotomy with mass excision, right pelvic
lymphadenectomy (RPLND) and pelvic nodal dissection
was conducted. The mass was densely adherent to the

uterus, presacral fascia, mesorectal fascia, hypogastric
nerve plexus and transplant structures. The rectal
deposit was excised with a primary closure,
hysterectomy, bilateral salpingo-oophorectomy (BSO),
and a defunctioning stoma was created. The transplant
kidney, vessels, ureter and anastomosis were
preserved.

Postoperative Course: The patient developed atrial
fibrillation (AF) in the post operative period which was
managed appropriately. Immunosuppressants and
antihypertensives were restarted. Histopathology-
Microscopically, renal parenchyma showed infantile
glamorously. Occasional foci showed infiltrate of
atypical cells arranged in sheet like pattern. The cells
have irregular nuclei, few having vesicular chromatin,
conspicuous nucleoli with scant to moderate rim of
eosinophilic cytoplasm. Few cells show rhabdoid
morphology. Immunohistochemistry-CD3, CD20, CD30,
LCA, Synaptophysin, SS18-SSX, $100, CD34, CD117,
Myogenin are negative in the neoplastic cells. INI-1
expression is lost in the neoplastic cells. Desmin shows
paranuclear dot like staining. PAN CK shows staining in
rare cells. Ki 67 index is high, about 55%.

P

Fig. 1: Low Magnification Photomicrograph Showing
the Architectural Pattern of the Tumor with a
Diffuse Growth Pattern

High Magnification Photomicrograph of the
Tumor, Highlighting the Large, Eccentric Nuclei
with Prominent Nucleoli and Cytoplasmic
Eosinophilic Inclusions (Yellow Arrow Pointing
to a Rhabdoid Cell)

Fig. 2:
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Fig. 3: Close-Up View of the Malignant Rhabdoid Cells
Showing Pleomorphic, Round to Oval Nuclei,
with Distinct Borders and Coarse Chromatin, a
Hallmark Feature of Rhabdoid Tumors

Primary tumors in the kidney allograft recipients have
often been reported since the advent of potent
immunosuppression. The most common malignant
tumors of organ transplant recipients are
post-transplant lymphoproliferative diseases and skin
cancer™. To our knowledge, this is the second case of
MRT being reported in a kidney transplanted into an
adult. MRT of the kidney usually affects children <2
years of age".. It comprises 1.8% of all pediatric renal
tumors in the National Wilms' Tumor Study” Adult
renal MRT is even less common and only six cases have
been reported™®. Age at diagnosis has ranged from 32-
60 vyears with no predominant gender. The
postdiagnosis survival time was usually only a few
months. Criteria essential for pathologic diagnosis of
MRT include characteristic histology showing rhabdoid
features (as described above) and
immunohistochemistry indicating loss of INI-1 protein
nuclear expression. Although not essential for
diagnosis, negative myogenic markers and electron
microscopic confirmation of cytoplasmic intermediate
filamentsin swirls or whorls provide additional support
for this diagnosis. Also, loss of INI-1 is helpful to
differentiate  MRT from other primary renal
neoplasms™” with rhabdoid differentiation including
clear cell, transitional cell, papillary, chromophobe and
collecting duct carcinomas®*”. Rhabdoid tumor in a
transplanted kidney can present with a variety of
symptoms, including abdominal pain, palpable mass, or
signs of graft dysfunction. As seen in this case, the
patient presented with severe diffuse abdominal pain
and a large hypodense lesion in the transplanted
kidney area. Differential diagnoses for a mass in a
transplanted  kidney include  post-transplant
lymphoproliferative disorder (PTLD), Wilms tumor and

other renal malignancies. PTLD is particularly relevant
in the post-transplant setting due to its association
with Epstein-Barr virus (EBV) and immunosuppressive
therapy. Distinguishing between Malignant Rhabdoid
tumor and PTLD can be challenging. PTLD typically
presents with a more diffuse pattern of involvement,
whereas MRT tends to form localized, well-defined
masses. A definitive diagnosis of MRT requires
histological examination of the tumor.
Immunohisto chemical staining and molecular studies
are essential for accurate classification and to
differentiate MRT from other neoplasms. In the
present case, we observed loss of INI1 expression in
the tumour. It was also observed that the normal cells
inthe kidney of the patient expressed INI-1. Therefore,
loss of INI1 was specific to the tumour cells.
Heterozygous abnormality of the INI1 gene has been
reported in some children with MRTs ™!, It has been
reported that some adult MRT types coexist with other
types of RCCs. In these cases, MRT is hypothesized to
develop from RCC. Therefore, it is recommended to
examine INI1 expression in MRTs combined with other
RCC types. Other malignancies, including
rhabdomyosarcoma, myoepithelioma in soft tissue,
epithelioid angiosarcoma and epithelioid malignant
peripheral nerve sheath tumor (MPNST), can be
distinguished from MRT by their specific markers and
INI1 expression. Loss of INI1 is also helpful to
differentiate MRT from other primary renal neoplasms
with rhabdoid differentiation, including clear cell renal
carcinoma, chromophobe cell renal carcinoma and
other malignance in the urinary system™ . The
primary treatment for MRT is surgical resection. In this
case, extensive surgery with exploratory laparotomy,
mass excision and lymphadenectomy was required due
to the mass's adherence to surrounding structures.
Adjuvant therapy typically includes chemotherapy and
in some cases, radiation therapy. The specifics of
adjuvant therapy in the context of a renal transplant
must be carefully balanced with the need to maintain
graft function and manage immunosuppression.
Adjusting immunosuppressive therapy is vital in
managing post-transplant malignancies. A
multidisciplinary team, including oncoloists and
transplant nephrologists, must coordinate to optimize
treatment while minimizing the risk of graft rejection.

Prognosis: The prognosis of MRT in the transplant
setting depends on various factors, including the
tumor's stage, response to treatment and the patient’s
overall health. The rarity of RMS in transplanted
kidneys necessitates individualized treatment plans
and close monitoring.

Follow-Up: Long-term follow-up is essential for
monitoring for recurrence of the malignancy and
ensuring ongoing graft function. Regular imaging
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